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Ozet 

Mukoseller paranazal sintislerin, benign, kistik ve destriktif lezyonlaridir. Cogun- 
lukla fronto-etmoidal siniislerde gértilen bu lezyonlarin nazal septumda goriilmele- 
ri cok nadirdir. Literatiirde heniiz 5 nazal septum mukoseli olgusu bildirilmistir. Bi- 
zim sundugumuz dev mukosel bildirilen 6. nazal septum mukoseli olgusudur. Ayri- 
ca burun tikanikligi, burunda agri ve bas agrisi sikayeti olan hastalarda nazal sep- 
tum mukoseli ayirici tani acisindan akilda tutulmalidir. Nazal septum mukoselleri- 
nin sinus mukosellerine oranla daha benign mukoseller olduklari ve erken tani ko- 
nuldugunda marsupializasyon veya total eksizyon ile basarili ve giivenli bir sekilde 


tedavi edilebildigi bilinmelidir. 


Anahtar Kelimeler 


Mukosel; Nazal Septum; Cerrahi; Phématosel 


Abstract 

Mucoceles are benign, cystic and destructive lesions of the paranasal sinuses. 
They occur most commonly in the fronto-ethmoidal sinuses and extremely rare 
in nasal septum. To our knowledge, there was 5 case of mucocele of the nasal 
septum reported in the literature and we present a giant mucocele of the nasal 
septum case as 6th case. In addition, when a patient presents with nasal obstruc- 
tion, nasal pain and headache, a mucocele of the nasal septum should be born in 
mind with respect to differential diagnosis. Also, clinicians should know that, mu- 
coceles of the nasal septum are relatively benign entities compared to the other 
mucoceles of the nasal cavity and paranasal sinuses. They can be successfully and 


safely treated with marsupialization or total excision, if they are early diagnosed. 
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Introduction 

Mucoceles are benign, expansile chronic cystic lesions of the 
paranasal sinuses that can define pathologically as encapsu- 
lated, mucoid filled masses. Rarely, they have been occurred in 
unusual localization of the craniofacial structures [1-3]. Muco- 
cele of the nasal septum (MSN) is extremely rare and first re- 
ported in 2002 by Gall and Witterick [4] and 5 cases have been 
reported so far in the literature [4-8]. The aim of the present 
paper is to report, to our knowledge, sixth case of a giant MSN 
developed from a septal pneumatocele and to review the litera- 
ture regarding etiology, clinical implications and management. 


Case Report 
A 34-year-old male presented with 6-months history of bilat- 
eral nasal obstruction, rhinorrhea and nasal discharge. Clinical 


examination by anterior rhinoscopy revealed a septal swelling. 
Nasoendoscopy showed that the submucosal septal swelling 
obstructed nasal cavity bilaterally and it was more prominent 
on the left side. Septal mucosa was intact on both sides (Figure 
1). He had a history of rhinoplasty without septoplasty 15 years 


Figure 1. Endoscopic view of the MSN in both nasal cavities, T; right inferior turbi- 
nate, M; mucocele, S; septum, LW; lateral nasal wall of left nasal cavity. 


ago. Computerized tomography (CT) scan demonstrated a mass 
with soft tissue density with smooth clear-cut margins isodense 
with brain tissue (Figure 2). Eighteen cc mucoid fluid from the 
cyst drained via syringe for histopathologic examination. Mu- 


Figure 2. Coronal and axial CT scans showing MSN and destruction of lateral 
nasal wall and nasal bone 


cus cell block with sparse polymorphonuclear leukocytes were 
found in the sample, and these findings was compatible with 
mucocele. 

An operation was performed under local anesthesia starting 
with right hemitransfixion incision similar to septoplasty. An- 
terior wall of the pneumatocele has been made visible with 
bilateral mucoperiostal elevation. Although, lateral walls were 
eroded by mucocele, other parts of the bone wall of the ex- 
panded pneumatocele were intact (superior, inferior, anterior 
and posterior parts). The giant mucocele and pneumatocele 
were dissected from septal mucosa and successfully removed 


by endoscopical approach without marsupialization and without 
external approach (Figure 3). No mucosal damage is seen after 


Figure 3. Intraoperative appearance of anterior wall of pneumatocele and dissec- 
tion of MSN in septoplasty cavity, M; mucocele, P; bone wall of the giant pneuma- 
tocele, m; dissected septal mucosa, 


the procedure. Bilateral internal nasal splint was placed in the 
nasal cavity and supported by nasal pack. Nasal pack was taken 
after two and plates were taken after seven days. The lesion 
was diagnosed as mucocele. During the 6-month-follow-up, the 
functional and cosmetic results were excellent (Figure 4). 


Figure 4. Endoscopic view of healthy nasal cavities in 6 months after surgery. 


Discussion 

Paranasal mucoceles predominantly develop in the frontal si- 
nuses (60%), followed in frequency by the ethmoidal, maxillary, 
and sphenoid sinuses, respectively. Some less common and un- 
usual sites for mucoceles have been reported such as orbital 
floor, root of the nose, pterygomaxillary space and middle tur- 
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Table 1. Clinic profiles of reported cases, * these diameters was not specified in their papers and they are approximate values obtained by CT images 


Etiology/Cause 


Age / : ae a Follow-Up/ 
Case Gender Duration Symptom Nasal Trauma or Surgery Other Localization Size Treatment Recurrence 
Gall R, 62/M 12 months Nasal obstruction Nasal surgery No Midline ~20-30mm Endoscopical 2 months 
2002 Nasal pain with septoplasty Superior approach /No 
Headache 20-30 years ago Drainage 
Marsupialization 
Hermann P, 2002 54/F 3 months Orbital pain Sinus surgery No Midline ~20mm’ Endoscopical Unknown 
Nasal discharge without septoplasty approach /Unknown 
Two times Partial Excision 
40 and 45years ago Marsupialization 
LeiL, 37/M 3 months Nasal pain Suspected foreign body Pneumatocele Posterosuperior 18mm Endoscopical 10 months 
2004 reaction (without foreign approach /No 
body) Partial Excision 
Marsupialization 
Yilmaz MS, 2011 13/M 12 months Nasal obstruction No Pneumatocele Midline ~20mm’ Endoscopical 6 months 
Nasal pain approach /No 
Headache Total excision 
Taskin U, 2012 45/M 6 months Nasal obstruction No Pyocele Posterosuperior ~30mm Endoscopical Unknown 
Anosmia Anterosuperior approach /No 
Snoring Total excision 
Headache 
Aynali G, Present 34/M 6 months Nasal obstruction, Rinoplasty Pneumatocele Midline 40 mm Endoscopical 6 months 
Case Rhinorrhea without septoplasty Superior approach /No 


Nasal discharge 15 years ago 


Total excision 


binate in a concha bullosa[1-3]. MSNs are the extremely rare 
mucoceles and first reported in 2002 by Gall and Witterick [4]. In 
the literature 5 cases have been reported so far (Table 1) [4-8]. 
The etiologies are not well known and obstruction of the os- 
tiums, facial traumas, previous nasal surgery, recurrent infec- 
tions and allergies are possible causes for sinus mucoceles [1- 
3]. Traumas and pneumatoceles were seen as most common 
etiologic factors for MSN. Trauma can be surgical, such as nasal 
surgery with or without septoplasty and non-surgical such as 
foreign body. The common feature of surgeries was that they 
were performed many years ago (15-45 years) [4-8]. 

Paranasal mucoceles predominantly develop in the frontal sinus- 
es. Paranasal mucoceles are benign lesions with the potential 
for adjacent bony remodeling and resorption. They have a slow 
growing pattern but they can destroy neighboring structures by 
compression and expansion. They can take many years for them 
to become symptomatic [1-3]. MSN tend to occur in the superior 
region of the septum especially in midline. Furthermore, they 
tend to cause no symptoms until its diameter reaches about 20- 
40 mn, although occasionally they cause headache, nasal pain 
and obstruction. MSN are usually diagnosed before destroying 
the surrounding tissues, due to the relatively early symptomatic 
because of anatomic localization. CT and Magnetic Resonance 
Image scan shows a round mass on nasal septum with or with- 
out pneumatocele [4-8]. 

All reported cases have been successfully treated via surgery 
with endoscopical approach. Gall et al, Hermann et al and Lei et 
al [4-6] performed partial excision and marsupialization in their 
cases. Yilmaz et al and Taskin et al [7,8] reported that MSN 
totally excised. There was no reported complication or recur- 
rence after treatment in literature for MSN. Similarly, we en- 
doscopically dissected the MSN from the wall of pneumatocele 
and septal mucosa and the lesion successfully removed totally 
and performed septoplasty. During the 6-month-follow-up, the 
functional and cosmetic results were excellent. 

In conclusion, MSN is extremely rare entity. To our knowledge, 
there was 5 MSN cases reported in the literature and we pres- 
ent a giant MSN case as 6th case. In addition, when a patient 
presents with nasal obstruction, nasal pain and headache, a 
MSN should be born in mind with respect to differential diag- 
nosis. Also, clinicians should know that, MSNs are relatively be- 
nign mucoceles of the nasal cavity. They can be successfully and 


safely treated with marsupialization or total excision, if they 
were early diagnosed. 
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Ozet 

Cocuklarda tekrarlayan masif gastrointestinal kanamalarin kaynaginin belirlen- 
mesi oldukca giictiir. Zaman zaman kanamanin sinirlarini belirlemede  goriintii- 
leme yéntemleri yetersiz kalabilir. Bu durumda tani ve tedavi icin cerrahi eksplo- 
rasyon kacinilmazdir. Bu calismada Treitz ligamanindan sonra 10. cm de baslayip 
50. cm e kadar uzanan jejunal gastrik heterotopi (JGH) olgusu sunuldu. Olguya, gi- 
risim sirasinda enterotomi yoluyla endoskopi yapildi. Yamali tarzda yerlesmis ge- 
nis JGH gozlenen jejunal segment tamamen cikarildi. Girisim 6ncesinde nedeni be- 
lirsiz bir sekilde aralikli kan transfiizyonu gerektiren olgu postoperatif ikinci yilin- 


da kanamasiz olarak izlemine devam edilmektedir. 
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Abstract 

Determining the origin of an obscure massive and recurrent gastrointestinal (Gl) 
bleeding is a challenging process in children. Sometimes it might be impossible to 
detect the exact location of bleeding with imaging tools so surgical exploration 
of abdomen is inevitable for diagnostic and also therapeutic purpose. And hence 
enterotomy introduced videoendoscopic examination (EIVE) may be the way for 
determining the exact intraluminal location of Gl bleeding. This case report pres- 
ents a patient who had intraluminal extensive patchy like jejunal gastric hetero- 
topia (JGH) determined by EIVE. JGH starting 10th cm after Treitz ligament and 
extending 50 cm distally was excised totally. In postoperative follow up, recurrent 
and massive Gl bleeding stopped and she did well in the second year of follow up 


without requiring transfusion. 
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Introduction 

In children, it is sometimes difficult to find the exact location 
and etiology of gastrointestinal (GI) bleeding. Radiological and 
scintigraphic investigations might be inconclusive. Moreover, 
lesions may not lay out around the range of gastroscope or 
colonoscope. Open surgery may not delineate the pathology. On 
the other hand during surgery, enterotomy introduced video- 
endoscopic examination with flexible or rigid scope might be 
helpful to determine the pathology. 

Gastric heterotopia (GH) associated with Meckel’s diverticulum 
or duplication is a well known pathology that causes Gl bleeding 
[1, 2]. lsolated GH in intestine is a rare finding, but we should 
suspect from isolated segment of GH in patients having sus- 
taining Gl bleeding. In this report, we present a patient having a 
significant recurrent Gl bleeding due to a long segment jejunal 
gastric heterotopia (JGH) determined by enterotomy introduced 
videoendoscopic examination (EIVE). 


Case Report 

A 5 years old female was admitted to our department with the 
symptoms of acute abdomen and rectal bleeding. She had been 
operated for duedonal atresia, jejunal web and Meckel’s dive- 
ticulum in newborn period. She is suffering from type | diabetus 
mellitus and under the control of pediatric endocrinology. Dur- 
ing the last two years, she had the complaint of anemia and 
melena occurring with irregular intervals. She was examined 
by gastroenteorologist with gastroscopy for two times and by 
colonoscopy once and also with scintigraphic imaging for two 
times but no significant pathology was determined. In her last 
admission, she presented with massive Gl bleeding and perito- 
nitis. She was operated and two perforation points were deter- 
mined in the jejunum. Following the repair, GI bleeding recurred 
in early postoperative period, and a bleeding duodenal ulcer 
was determined and cauterized by gastroscopy. Due to continu- 
ing GI bleeding and her last scintigraphic investigation showing 
a suspected bleeding locus in left upper abdomen and umbilicus, 
she was operated once again and EIVE was performed from the 
distal jejunum (Fig 1). JGH was determined by EIVE below the 
10th cm of ligament Treitz and extending 50 cm distally (Fig 2). 
The pathologic bowel segment was excised totally. The GH was 
also shown histopathologically. Postoperative second year was 
completed and she did well with no complaint. 


Discussion 

Recurrent rectal bleeding is not an unusual finding in children. 
Although most of them are due to anal fissure, intussuscep- 
tions, anal polyps, Meckel’s diverticulum or duplication; other 
rare causes such as isolated GH shouldn't be underestimated. 
GH has been identified throughout the gastrointestinal tract 
including the nasopharinx, tongue, esophagus, small intestine, 
gallbladder, colon and rectum [3- 9]. The etiological factors with 
GH are unknown. The presence of heterotopic gastric mucosa 
without any associated morphological abnormalities, such as 
Meckel’s diverticulum or duplication, is very rare. In our patient, 
there was a history of Meckel’s diverticulum excision in the 
past. In her last admission, abundant Gl bleeding was caused 
by an extensive long segment JGH. If bleeding recurs after past 
Meckel’s diverticulum excision, a possibility of another isolated 


Figure 1. Enterotomy introduced endoscopy with flexible endoscope 


Figure 2. JGH and normal jejunal mucosal appearance 


segment of GH should be considered. 

Serious complications because of GH include major Gl bleed- 
ing, intestinal perforation, megacolon, intussusception due to 
jejunal polyps , perianal fistula and rectovesical fistula [5, 10- 
14]. In our case, the first operation was performed for intestinal 
perforation. Continuing GI bleeding in the early postoperative 
follow up encouraged us to investigate and find the exact bleed- 
ing point. If Gl bleeding is a significant preoperative finding and 
continues in the postoperative follow up of the operations for 
Meckel’s diverticulum, intestinal perforation or duplication; the 
physician should have a strong suspicion that another segment 
of the intestine is triggering GI bleeding. EIVE provides an intra- 
luminal exploration of intestinal segments which are not reach- 
able by gastroscope or colonoscope. 

The uptake and secretion of the 99mTc pertechnetate by tu- 
bular glands of gastric mucosa are often useful to localize foci 
of ectopic gastric tissue, especially in small bowel distal to the 
ligament of Treitz where reaching by endoscopy is difficult [15]. 
Although scintigraphy may diagnose GH, it can’t define the ex- 
act surgical margins. Several biopsies from the suspected re- 
gion may detect surgical borders; but if the pathology is ex- 
tensive or if there are GH islands, it may not be possible to 
excise the whole segment with GH. Unnecessary excision of a 
normal bowel segment may also occur. In such cases, EIVE pro- 
vides both the diagnosis and determination of the borders of 
the pathologic segments. Transition from the normal intestinal 
mucosa to the area with GH could be easily observed by EIVE. 
Therefore, enterotomy introduced endoscopy should always be 
in mind for diagnosis and treatment of patients having symp- 
toms causing suspicion of endoluminal mucosal pathologies, 
especially if other diagnostic modalities are inadequate and the 
diagnosis is still unclear. 
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Ozet 

Ozofageal duplikasyon kistleri, enterik kaynakli konjenital anomalilerden olup 6n- 
barsak kistleri iginde oldukga nadirdir. Semptomatik olgular erken yasta saptanir- 
ken, asemptomatik hastalarda tani siklikla otuzlu veya kirkli yaslarda konulabil- 
mektedir. Burada, otuzbes yasindaki kadin hastada, nadir gértilen mediastinal 6n- 
barsak duplikasyon kisti olgusu sunulmaktadir. Hastanin direkt akciger grafisinde 
mediasten yerlesimli kitle gériintiisi saptanmisdi. Toraks tomografisi ve manye- 
tik rezonans incelemeleri sonucunda cerrahi tedaviye karar verildi. Sag posterola- 
teral torakotomi ile 6zofagus komsulugundaki duplikasyon kisti eksize edildi. Pa- 
tolojik incelenme sonrasi 6zofageal onbarsak duplikasyon kisti tanis! histopato- 
lojik olarak dogrulandi. Direkt akciger grafisinde mediastinal kitle saptanan tim 
hastalarda, cok seyrek olmasina ragmen_ayirici tanida mediastinal foregut kisti 
akla gelmelidir. Erken cerrahi rezeksiyon ile gelisebilecek komplikasyonlar ve ma- 
lign dejenerasyon 6nlenebilir. 
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Abstract 

Esophageal duplication cysts, congenital anomalies of enteric origin, are rare kind 
of foregut cysts. The symptomatic cases were diagnosed at early ages whereas 
asymptomatic cases were usually diagnosed at third or fourth decade. Herein, 
we are presenting an uncommon case of mediastinal esophageal foregut duplica- 
tion cyst in 35 years old women. The mass lesion in the mediastinum was dem- 
onstrated at chest X-ray of the patient. As a result of thorax tomography and 
magnetic rezonans imaging it was decided to surgical therapy. The lesion nearby 
the esophagus was excised by right posterolateral thoracotomy. The diagnosis 
was histopathologically confirmed as esophageal foregut duplication cyst after 
pathological examination. Mediastinal foregut cyst, although it is very rare, should 
be considered in the differential diagnosis of all patients when mediastinal mass 
was found at chest X-ray. Early surgical resection may prevent development of 
complications and malignant transformation. 
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Giris 

Mediastinal kistik lezyonlar genellikle etiyolojilerine gore sinif- 
landirilmaktadir. Pirimitif 6nbarsak gelisimi sirasinda meydana 
gelen anormal ayrilmalar veya gelismeler sonucunda meydana 
gelen patolojik olusumlar foregut kistleri adi altinda degerlendi- 
rilmektedirler [1]. Foregut kistleri iginde 6zofageal duplikasyon 
kistlerine oldukga seyrek rastlanmaktadir [2]. Burada 35 yasin- 
da kadin hastada solunum yolu enfeksiyonu semptomlari nede- 
ni ile cekilen direkt grafide tesadifen saptanan 6zofageal dup- 
likasyon kisti olgusu sunulmaktadir. 


Olgu Sunumu 

Oksiiriik, ates ve halsizlik sikayetleri ile gégiis hastaliklari polik- 
linigine basvuran 35 yasindaki kadin hastanin yapilan fizik mu- 
ayenesinde her iki akciger bazalinde ince raller disinda patolojik 
bulgu saptanmadi. Hastaya pndomoni 6n tanisi ile cekilen direkt 
akciger grafisinde pnomoni bulgusuna veya akciger enfeksiyo- 
nuna bagli baska herhangi patolojik bulguya rastlanmadi. An- 
cak sag kardiofrenik sinlste opasite gorulmesi nedeni ile Gogiis 
Hastaliklari Klinigi tarafindan Gogiis Cerrahisi Klinigine konsil- 
te edildi. Gegmisinde herhangi bir 6zellik olmayan ve eski akci- 
ger grafisine ulasilamayan hastanin toraks bilgisayarll tomog- 
rafisi “posterior mediastende sagda paradzofageal alanda yak- 
lasik 7x3.5 cm ebatli, hafif lobiile kontiirlu, hipodens kistik lez- 
yon izlenmistir (Noroenterik kist? Paraziter kist?)” olarak rapor- 
landi. Lezyonun cevre yapilarla olan iliskisi ve natiriintin daha 
iyi degerlendirilmesi igin 6nerilen toraks manyetik rezonans in- 
celemesi ise “sag parakardiak alanda kardiofrenik siniise uza- 
nan en genis yerinde 66x53x44 mm boyutlarinda, T1 agirlikli se- 
kanslarda izointens, T2 agirliklt sekanslarda hiperintens, intra- 
ven6éz kontrast madde enjeksiyonu sonrasinda kontrast madde 
tutulumu gdéstermeyen parakardiak kist” olarak raporlandi. Kis- 
tin vena kava inferioru posteriordan ittigi ve bu seviyede tora- 
kal vertebralarla yakin komsulukta oldugu belirtildi. Yutma ile il- 
gili sikayeti olmayan olguda baryumlu grafi ve endoskopik ince- 
lemeye gerek gorulmedi. Hastaya bu bulgularla mediastinal kis- 
tik lezyon tanisi ile sa& posterolateral torakotomi ile girisim uy- 
gulandi. 

Eksplorasyonda 6zofagus alt ucunda 6zofageal hiatusun yakla- 
sik 2 cm dzerinden baslayan yaklasik 10x8x6 cm ebadinda, me- 
diastinal yiztinde 6zofagus ile devamlilik gésteren, makrosko- 
pik olarak 6zofagus longitudinal kas tabakasi ile ayn! goruniim- 
de, 6zofagus duvari ile devamlilik halinde kitle saptandi. Vena 
cava inferior ile yakin komsulukta ve yapisik olan kitle Once 
vena cava inferiordan ve sonra ¢evre yapilardan serbestlestiril- 
di. Ozofagus duvarindan siiperior ve inferiordan serbestlestiril- 
dikten sonra askiya alinarak stapler kullanilarak 6zsofagusdan 
eksize edildi. Ozofagus mukozasinda hasar olmadigi goriildii ve 
destek siitiirleri konarak islem tamamlandi. 

Makroskopik olarak oval sekilde, 7.5x7x4 cm boyutlarinda, yo- 
gun misinoz karakterde i¢gerige sahip kistik yapinin patolojik in- 
celemesinde, ¢ogu alanda atentie gortiniimde, izlenebilen alan- 
larda siliall psédostrafiye solunum epiteli ile ddseli kistik lez- 
yon, kist duvarinda diiz kas tabakas! ve fokal alanlarda miisin6z 
glandlar goruldii (Resim 3). Sonug andiferansiye foregut kisti 
olarak rapor edildi. Postoperatif komplikasyonu olmayan hasta- 
nin UcguncU giin gdgiis tipi cekildi ve besinci giin sifa ile taburcu 
edildi. Hastanin birinci ve Uciincl aylardaki kontrollerinde her- 


Resim 3. Patolojik incelemede kist duvarinda respiratuar silial! konlumnar epite- 
lyum icgeren bronkojenik doku ve diiz kas gértintimii (HE-X200). 


hangi bir komplikasyona rastlanmadi. 


Tartisma 

Konjenital anomaliler arasinda yer alan 6zofageal duplikasyon 
kistleri genellikle asemptomatik seyreden bronkopulmoner fo- 
regut malformasyonlari arasinda yer alir. Siklikla torasik 6z0- 
fagusda bulunur [1]. Tahmini insidansi 1:8200 olarak hesaplan- 
mistir ve erkek cinsiyette 2 kat daha sik gériildugui bildirilmek- 
tedir [3]. Takeda ve ark[2]’a gore eriskin cagda gorulen medias- 
tinal kitlelerin %14’UnU mediastinal kistler olusturmakta, bun- 
larin ise %10’dan azini 6zofageal duplikasyon kistleri olustur- 
maktadir. 

En sik rastlanan semptomlar disfaji ve g6giis agrisi olarak bil- 
dirilmekle birlikte, hastalarin GoZu asemptomatiktir ve hasta- 
lik tesadiifen tespit edilir [4]. Semptomlar enfeksiyon, kanama, 
perforasyon ve cevre yapilara basi gibi komplikasyonlara bagl 
gozlenir [2]. Bizim olgumuzda da literatiire uygun olarak kist ile 
ilgili herhangi bir semptom bulunmamaktaydi. Hastada solunum 
yolu enfeksiyonu nedeni ile cekilen direkt grafide lezyon saptan- 
mast Uzerine ileri tetkikler yapilmis ve cerrahi girisim ile tani 
konmustur. Olguda preoperatif ddnemde hastaneye basvurma- 
yl gerektiren semptomlarin uygulanan medikal tedavi ile gerile- 
mesi ve intraoperatif incelemede akciger parankiminde herhan- 
gi bir patolojik bulguya rastlanmamis olmasi dikkate alinarak 
klinigimize basvurdugu siradaki okstirtik ve nefes darlig sika- 
yetlerinin 6zofageal kist ile bir baglantis: bulunamamistir. 
Tanida standart radyolojik incelemeler son derece yol gosteri- 
cidir. Lezyon direkt grafilerle arka mediastende tespit edilebilir. 
Bilgisayarl! tomografi ve manyetik rezonans incelemeler lezyo- 
nun anatomik yerlesimini ve cevre yapilarla iliskisini ortaya koy- 
makta, cerrahi girisim icin yol gésterici olmaktadir [5]. Olgumuz- 
da direkt akciger grafisi lezyonun saptanmasin saglamis ve ile- 
ri tetkiklerin ve tedavinin yapilmasina olanak saglamistir. To- 
rasik patolojilerde birinci inceleme teknigi olan bilgisayarli to- 
mografi ile lezyonun 6zofagus ve diger cevre yapllar ile iliskisi 
net bir sekilde gésterilmistir (Resim 1). Buna ek olarak, radyolo- 
ji klinigi tarafindan 6nerilen manyetik rezonans incelemede, lez- 
yonun vaskiler yapilarla iliskisi ortaya konmus ve cerrahi uygu- 
lamada yol gésterici olmustur (Resim 2). 

Ozofageal kistler saptandiktan sonra cerrahi olarak eksize 
edilmeleri gereklidir. Enfeksiyon ve basiya bagli gelisebilecek 
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Resim 1. Olgunun preoperatif toraks tomografisi. posterior mediastende sagda 
paraézofageal alanda yaklasik 7x3.5 cm ebatli, hafif lobiile kontiirlu, hipodens kis- 
tik lezyon izlenmistir 


Resim 2. Olgunun preoperatif manyetik rezonans incelemesi. sag parakardiak al- 
anda kardiofrenik sintise uzanan en genis yerinde 66x53x44 mm boyutlarinda, 
T1 agirlikli sekanslarda izointens, T2 agirlikli sekanslarda hiperintens, intraven6z 
kontrast madde enjeksiyonu sonrasinda kontrast madde tutulumu géstermeyen 
parakardiak kist. 


komplikasyonlar yaninda malignlesme potansiyellerinin bulun- 
masi cerrahi tedaviyi zorunlu hale getirmektedir [6]. Posterola- 
teral torakotomi standart cerrahi girisim yolu olarak tarif edil- 
mektedir [1]. Bununla birlikte, son yillarda torakoskopik yakla- 
simlarda yaygin olarak kullanilmakta ve hatta robotik cerrahi 
tekniklerle opere edilen olgular bildirilmektedir [7]. Biz bu olgu- 
da, 6zofagusun distalinde yerlesen ve 6zofageal hiatus ve vena 
cava inferior ile yakin komsulukta olan lezyonun tam olarak ser- 
bestlestirilmesinde rahatlik saglayacagi ve bu sayede 6zofagus 
liimeninde bir yaralanmanin 6nlenmesine yardimci olacagini dii- 
sUnerek acik cerrahi girisimi tercih ettik. Operasyon sirasinda 
yaptigimiz degerlendirmede de, kendi tecriibe ve deneyimleri- 
mizi dikkate alarak acik cerrahi girisimin bu olgu igin uygun yak- 


lasim sekli oldugunu dustindik. 

Mediastende yerlesmis anormal kistik veya solid olusumlar, 
semptom vermeseler bile mutlaka ileri tetkiklerle incelenmelidir. 
Gerekirse kesin tani igin cerrahi yontemler kullanilmali ve olusa- 
bilecek komplikasyonlar zamaninda 6nlenmelidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar ¢akismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Herediter basinca duyarlilik néropatisi, minér travma ya da kompresyon ile tetik- 
lenen fokal duyusal ya da motor bozuklukla seyreden, tekrarlayic! monondropa- 
ti ile karakterize otozomal dominant bir hastaliktir. Klinik olarak bu hastalik, ge- 
nellikle 2. ve 3. dekatta ve nadiren de cocukluk ¢aginda da goriilebilen agrisiz ba- 
sing felcleri ile ortaya cikar. Yazimizda bel agrisi yakinmasi ile basvuran 22 yasin- 
da bir bayan hasta sunulmustur. Hastanin norolojik muayenesinde asil refleks kay- 
bi saptanmis, sonrasinda yapilan elektrofizyolojik ve genetik inceleme ile basin- 
ca duyarlilik noropatisi tanis! almistir. Halen tip pratiginde nadir oldugu i¢in sik- 
likla tanisi gecikebilen ve polinoropatilerle karisabilen, herediter basinca duyarli- 
lik néropatisi’nde dikkatli yapilacak olan norolojik muayenenin bazen tani koyma- 


da en 6nemli unsur olabilecegini vurgulamak istedik. 
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Abstract 

Hereditary neuropathy with liability to pressure palsy (HNPP) is an autosomal 
dominant disease which characterized by recurrent mononeuropathies with fo- 
cal sensory or motor disturbance precipitated by minor trauma or compression. 
Clinically, it generally presents with painless pressure palsies, typically in the 2nd 
and 3rd decades of life, being a rare entity in childhood. We reported a case study 
of a 22 year-old female who presenting with low back pain, After detection of 
an Achilles reflex loss in her neurological examination and electrophysiological 
studies and genetic investigation was done than she diagnosed with HNPP. We 
want to emphasize that, the diagnosis of hereditary neuropathy with liability to 
pressure palsy is often delayed because it is rare in the practice of medicine and 
confused with polyneuropathy, careful neurological examination may be the most 
important factor in the diagnosis. 
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Giris 

Herediter basinca duyarlilik néropatisi (HBDN), otozomal domi- 
nant gecisli bir hastaliktir. Motor ve duyusal sinirlerde miyelin 
kilifinin fokal kaliniasmasi ve remiyelinizasyonu sonucu olusan 
sosis benzeri gortiniim nedeniyle bu hastaliga tomakiler néro- 
pati adi da verilir. Bu hastalikta minor bir travma ya da basiy! 
takiben fokal duyusal ya da motor bozukluklarla seyreden tek- 
rarlayan mononoropatiler gelisir. HBDN’de en sik etkilenen si- 
nirler median, ulnar ve peroneal sinirlerdir. HBDN ¢gocukluk d6- 
neminde baslayan olgular bildirilmis olsa da [1], genellikle ad6- 
lesan dénemde baslar ve uyusma, kas gii¢csuizligii gibi bulgula- 
rin goériilebildigi ataklara neden olabilir. Peroneal sinir tutulu- 
mu ve karpal tiinel sendromu HBDN’nin sik goriilen bulgularin- 
dandir [2]. 

HBDN prevalansi epidemiyolojik ¢alismalarin yeterli olmamasi 
nedeniyle yeterince bilinmemekle birlikte; Finlandiya’da yapilan 
¢alismada 16/100000 ve Avrupa genelinde yapilan bir ¢alisma- 
da ise 2-5/100000 olarak bildirilmistir [3]. Ulkemizde yapilmis 
prevalans ¢alismasi yoktur ve olgu bildirimleri mevcuttur [4,5]. 
HBDN’de asemptomatik olgularda hafif derecede motor ve du- 
yusal demiyelinizan 6zellikte polindropati saptanabilir. Klinik 6z- 
gecmis sorgulanmas! ¢ogu zaman yeterli olmadigi icin, HBDN’li 
olgularda elektrofizyolojik galismalarin 6nemi biyuktiir. Sural 
sinir biyopsisinde tomakiilerin saptanmasi diger herediter n6- 
ropatilerin ayirici tanisinda 6nemlidir [6]. Genetik ¢alismalar- 
da bu hastalarda PMP22 (periferal miyelin protein)’i kodlayan 
17. kromozomdaki 17p11.2 bdlgesinde delesyon oldugu géste- 
rilmistir [5]. 

Biz bu yazimizda, nérolojik muayene esnasinda asil refleks kaybi 
tespit edilen, elektromiyografi (EMG) ve genetik inceleme sonu- 
cunda basinca duyarlilik néropatisi tanisi alan 22 yasindaki bir 
kadin hastay! sunduk. 


Olgu Sunumu 

Bel agris! yakinmasiyla Fiziksel Tip ve Rehabilitasyon poliklinigi- 
ne basvuran 22 yasinda Universite 6grencisi hastanin fizik mu- 
ayenesi, solda asil refleksi allnamamasi disinda normal olarak 
degerlendirildi. Ozgecmis ve soygecmisinde baska bir 6zellik bu- 
lunmadi. Hemogram, tiroid fonksiyon testleri ve diger biyokim- 
yasal parametreler normal sinirlardaydi. Lomber radikiilopati 6n 
tanisi ile yapilan EMG incelemesinde; sinir iletim ¢alismalarin- 
dan elde edilen elektrofizyolojik bulgular radikilopati distindur- 
meyip, yaygin sensorimotor polindropati ile uyumlu bulunarak, 
polindropati ayrici tanis! amaciyla Noroloji klinigine y6nlendiril- 
di. Norolojik muayenede sol tist ekstremitede 5. parmak ve 6n 
kol medialinde hipoestezi saptandi. Hastanin EMG incelemesi 
polindropati 6n tanisi ile tekrarlandi. Olciimler Nicolet EDX Care 
Fusion EMG cihazi ile yapildi. Yapilan EMG’de alt ekstremite- 
lerde semptomatik ve asemptomatik motor sinirlerde distal la- 
tanslarda uzama ve iletim hizlarinda yavaslama izlendi. Perone- 
al sinir F yanitlari uzamis olarak bulundu. Sol sural distal latan- 
si uzamis olarak bulundu. Ust ekstremitelerde sol median sinir 
motor distal latansi uzun, sol ulnar sinir dirsek alti-dirsek Usti 
segmenti motor iletim hizi yavaslamis, sol ulnar sinir duyu dis- 
tal latansi uzamis olarak bulundu (Tablo). 

Bu elektrofizyolojik bulgular motor ve duyusal etkilenmenin ol- 
dugu bir noropatiyi desteklemekteydi. Hasta 6zge¢mis ve soy- 
gecmis oykileri agisindan yeniden sorgulandiginda; Ug yil 6nce 


Tablo. Hastanin Elektromiyografi sonuclari 


Sinir iletim calismasi 


Duyu sinir iletim ¢alismasi Amplitiid ileti hizt Distal 
(yV) (m/s) latans (ms) 

Sol median DSAP (2.parmak) 25 45 3,39 

Sol ulnar DSAP (5.parmak) 35 43 3,23 

Sol sural DSAP 15 38 4,11 

Sag sural DSAP 18 34 4,48 

Motor sinir iletim calismasi Amplitiid ileti hizi Latans 
(mV) (m/s) (ms) 

Sol median BKAP (bilek/dirsek) 12/11 55 4,90 

Sol ulnar BKAP (bilek/drs alt/drs tist) 18/15/14 55/30 2,55 

Sol peroneal BKAP(bilek/fib/fib tist) 0,5/0,4/0,5 44/20 5,94 

Sag tibial BKAP (bilek/popliteal 75/65 39 4,00 

fossa) 

F Yanitlari Min F latansi 

Sol median sinir 29(ms) 

Sol ulnar sinir 29(ms) 

Sol peroneal sinir 59(ms) 

Sag tibial sinir 56(ms) 


DSAP: Duyusal sinir aksiyon potansiyeli, BKAP: Bilesik kas aksiyon potansiyeli, fib:Fibula, 
drs:Dirsek 


sol bacaginin dzerinde uzun stire oturarak ders calistiktan son- 
ra, sol ayaginda dorsifleksiyon kaybi gelistigini ve yrurken sol 
ayaginin parmaklarinin yere sirttUgund, bu nedenle tg ay ka- 
dar siren yirtime bozuklugu oldugunu ifade etti. Yiritimesinde- 
ki bozukluk aile ve yakin cevresinde fark edilecek kadar belirgin 
olmasina ragmen herhangi bir saglik kurulusuna basvurmadigi- 
nt belirtti. Bu yakinmasi sirasinda agris! olmamis ancak, birkag¢ 
hafta boyunca sol ayak dis yiiziinde uyusukluk devam etmis. iki 
yil boyunca herhangi bir yakinmasi olmayan hastamiz son bir 
yildir kolunu masaya dayayarak ¢alisma sonrasinda daha belir- 
gin hale gelen sol kolun i¢ kisminda ve besinci parmagina vuran 
uyusmalar! oldugunu ifade etti. Bu nedenle gitar calarken sol 
elin 5. parmagini yeterince kullanamadig icgin dizgiin akor ba- 
samadigini soyledi. Bu durum hastanin yapilan EMG’si ile uyum- 
lu bulundu. Aile 6yktisi yeniden sorgulandiginda, annesinde yer 
sofrasina oturdugunda siklikla bacaklarinda uyusma oldugunu 
ifade etti. 30 yasindaki erkek kardesinin, geceleri ellerinde uyus- 
ma oldugu icin kollarini salladigi, birkag kez de sag kolu tizerin- 
de uyumas! sonrasinda uyandiginda elini kullanmada zorluk ya- 
sadigini bildirdi. Ayrica agabeyinde agir bir seyler tasima esna- 
sinda kollarinda ve yer sofrasinda yemek yediginde bacaklarin- 
da hemen uyusma oluyormus. 

Hastanin ve annesinin onay! alinarak genetik inceleme yapmak 
uzere kan alindi. Genetik inceleme, hastamizda ve annesinde 
17p11-12 lokusundaki kisa bitisik tekrar dizi analizinde 4 poli- 
morfik STR (kisa ardisik tekrar polimorfizmi) bélgesi igin homo- 
allelik oldugu, bunun biiyiik olasilikla PMP22 geninin delesyona 
ugramis oldugunu distindirdigii yoniinde sonuclandi. 


Tartisma 

Bu yazida, periferik noropatisi olan 22 yasinda bir HBDN olgu- 
su sunulmustur. Olgumuz ve aile bireylerinin 6ykileri birlikte de- 
gerlendirildiginde literatiir ile benzer 6zellikler gdstermektedir. 
Olgumuzun anne ve 30 yasindaki agabeyinde de benzer yakin- 
malar olmasina ramen, annesi sadece genetik inceleme yapil- 
masini onayladi. Abisi ise higbir arastirmay! kabul etmedi. 
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HBDN'nin baslangi¢ atag ikinci veya dordiincl' dekadlarda ola- 
bilir [7]. Olgumuzda ve aile bireylerinde baslangi¢ yasi 2-3 de- 
katlardadir ve literatiire uymaktadir. HBDN’nin semptomlari ge- 
nellikle yetiskin yasta ortaya cikmasina ragmen cocuk yasta 
baslayan olgular da bildirilmistir [1]. 

HBDN'de en sik etkilenen sinirler peroneal, ulnar, brakiyal plek- 
sus, median ve radial sinirlerdir [8]. Olgumuz ve aile bireylerin- 
de literatiirle benzer sekilde en sik etkilenen sinirler peroneal ve 
ulnar sinirlerdi. Ayni anda birden fazla sinirin etkilendigi olgu- 
lar olmasina ragmen olgumuzda bu durum gézlenmedi. Norolo- 
jik muayene bulgulari degerlendirildiginde, HBDN’de siklikla de- 
rin tendon reflekslerinin 6zellikle de asil refleksinin alinamadigi 
veya azaldigi bildirilmektedir. Arefleksi, pes kavus, skolyoz, kas 
guicstizligu eslik eden atrofi de farkl klinik tipler ile birlikte na- 
diren bildirilmektedir. Norolojik muayenenin normal oldugu ol- 
gular da bulunmaktadir [9]. Olgumuzda da literatiirle benzer se- 
kilde norolojik muayenede asil refleksi alinamadi. 

HBDN, Charcot-Marie-Tooth (CMT) hastalig! karisabilmekle bir- 
likte; klinik, elektrofizyolojik ve patolojik bulgularla birbirinden 
ayrilabilir. CMT’de bulgular bilateral ve genellikle simetrik olup, 
yavas progresyon gosterir. HBDN ise genellikle ani baslangic- 
lt ve tam olarak diizelen fokal tutulum géstermektedir [10]. Bi- 
zim hastamizda EMG bulgulari yaygin ve simetrik olmasi itiba- 
riyle CMT benzeri polinoropati ile karisabilir 6zellikteydi. Ancak 
hastanin basinca maruz kalan sinirlerde ortaya ¢ikan ve sonra- 
sinda tam olarak duzelen ataklarinin olmasi ve tekrarlarla sey- 
retmesi HBDN lehineydi. Ulkemizde bildirilen benzer bir olguda, 
Yoldas ve ark. [4] sensorimotor tipte yaygin polinéropati ile pre- 
zente olan olgularinin nadir gortildigiint ve CMT ile karisabile- 
cegini belirtmislerdir. 

Bayrak ve ark. [5] sunduklari dort olgu ve ailesi ile ilgili yazida 
ise HBDN tanisinda anamnez, nérolojik muayene ve elektrofiz- 
yolojik bulgularin 6nemli oldugu vurgulanmistir. Bu calismada, 
genel olarak elektrofizyolojik incelemelerde hem semptomatik 
hem de asemptomatik bazi sinirlerde motor iletimlerde ileti hiz- 
larinda yavaslamayla beraber distal motor latanslarda uzama 
ve basi bélgelerinde fokal iletim yavaslamalari ve/veya parsiyel 
ileti blogu gériilmus. Duyusal sinir aksiyon potansiyelleri ya elde 
edilememis ya da latansta hafif uzama, ileti hizinda azalma ve 
amplutiidde diisme gortlmistir. F yanitlari ya elde edilememis 
ya da minimum latanslari uzamis ve/veya persistanslar! azalmis 
bulunmustur. Bizim hastamizda da benzer bulgular vardi. 
Olgularin %84’iinde 17p11-12 lokusunda PMP22 geninin loka- 
lize oldugu bélgede 1.4 Mb uzunlugunda delesyon saptanirken 
baz olgularda ise bu gende nokta mutasyonu oldugu gésteril- 
mistir [5]. Hastamizda ve annesinde 17p12 lokusunda PMP22 
genin delesyona ugradigi tespit edildi. Bu durum hastamizda ta- 
niy! kesinlestirmemizde biyiik katki sagladi. 

Sonug olarak bu olgu sunumu ile alinacak ayrintill anamnezin, 
dikkatli yapilacak olan nérolojik muayene ile konulacak HBDN 
tanisinin gecikmesini 6nlemede ¢ok onemli unsurlar oldugunu 
vurgulamak istedik. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar gakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Ureteral obstriiksiyonlar tireteral drenajin bozulmasi olarak tanimlanir. Ureteral 
obstriiksiyonlarin en sik nedeni 6zellikle ireteropelvik ve Ureterovezikal bileske se- 
viyesindeki konjenital malformasyonlardir. Edinsel olan ureteral stenozlar daha 
seyrektir. Tani ve lokalizasyon belirlenmesi sonrasi renal fonksiyonlarin korunma- 
si ve Ureteral obstriiksiyonun diizeltilmesi amaciyla uygun olan yaklasim planla- 
nir. Ureteral ostiumun komplet obstriiksiyonu sonrasi geleneksel acik cerrahi ve 
son dénemde laparoskopik cerrahi uygulanir. Ancak bu tiir rekonstriktif cerrahi- 
lere uygun olmayan olgularda minimal invaziv girisimsel yontemlerin uygulanma- 
s! zorunlu olabilir. Bu calismada ureter alt uc obstriiksiyonu olan fakat rekons- 
truktif agik/laparoskopik cerrahi igin uygun olmayan iki olgumuzda anterograde 
trans-nefrostomik ve retrograde kombine endoskopik yaklasim ile Ureteral ostiu- 
mun acilmasini sunduk ve literatiir isiginda degerlendirdik. 
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Abstract 

Ureteral obstructions are defined as deterioration of ureteral drainage. The most 
common cause of ureteral obstruction is congenital malformations, especially at 
the level of the ureteropelvic and ureterovesical junctions. Acquired ureteral ste- 
noses are more infrequent. After diagnosis and determination of the location, the 
appropriate approach is planned in order to protect renal function and resolve 
ureteral obstructions. Currently, while the number of laparoscopic treatments has 
increased, conventional open surgery is still preferred as the traditional treatment 
of choice in cases of complete obstruction. However, in patients who are not suit- 
able candidates for such reconstructive surgeries, minimal invasive interventional 
methods may be necessary. In this study, we present the use of the anterograde 
trans-nephrostomic and retrograde combined endoscopic approach to open the 
ureteral ostium in two patients who were not suitable candidates for reconstruc- 
tive open/laparoscopic surgery in light of the literature. 
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Introduction 

Ureteral obstructions are defined as deterioration of ureteral 
drainage. They can be severe enough to cause renal dysfunc- 
tion or a minor disorder without any clinical manifestation. 
The most common cause of ureteral obstruction is congenital 
malformation, especially at the level of the ureteropelvic and 
ureterovesical junctions. Acquired ureteral stenoses are more 
infrequent and usually occur following iatrogenic (local surgery 
and endoscopic) procedures, infection, trauma, malignancy, or 
radiation therapy. 

Diagnosis can be established through excretory urography, CT 
scan, retrograde pyelography, or magnetic resonance imaging. 
Especially in cases of suspected gross hematuria or malignan- 
cy, cytology and biopsy tests are performed via urethroscopy. 
After diagnosis and determination of the location, the appro- 
priate approach is planned in order to protect renal function 
and resolve ureteral obstructions [1, 2, 3]. Currently, while the 
number of laparoscopic treatments has increased, conventional 
open surgery is still preferred as the traditional treatment of 
choice in cases of complete obstruction. However, in patients 
who are not suitable candidates for such reconstructive surger- 
ies, minimal invasive interventional methods may be necessary. 
In this study, we present the use of the anterograde trans- 
nephrostomic and retrograde combined endoscopic approach 
to open the ureteral ostium in two patients who were not suit- 
able candidates for reconstructive open/laparoscopic surgery in 
light of the literature. 


Case Report 

A 75-year-old female patient presented with pain in the right 
side. The patient, who had been operated on due to a rectal 
tumor, had undergone a colostomy and had a urethral cath- 
eter, with a diagnosis of neurogenic bladder. Ultrasonography 
revealed grade 3 hydroureteronephrosis and bilateral thinning 
of the kidney parenchyma. An intravenous iodinated contrast 
agent could not been used because of the inappropriate blood 
urine and creatinine levels (urea: 76; creatinine: 1.8). The right 
ureteral orifice could not be seen on cystoscopy, so a percuta- 
neous approach was taken. The lower collecting canals of the 
right kidney were entered with sonographic guidance. A con- 
trast agent injected via a nephrostomic catheter was passed to 
the bladder through a very thin gap at the lower end of the ure- 
ter. Under fluoroscopy, a 0.038-in guidewire was inserted into 
the ureter and passed to the bladder. Implantation of a double-) 
stent was attempted via the guidewire, but without success. 
The patient was then put in the lithotomy position, and the 
guidewire could be seen in the bladder lumen on a cystoscopy. 


Case Report 2 

An 81-year-old male patient who underwent tumor resection 
due to a superficial bladder tumor in the ureter ostium region 
five years prior presented with pain in the left side. Ultraso- 
nography revealed grade 3 hydroureteronephrosis. Blood urea 
and creatinine levels were within normal limits. Left ureteral 
stenosis was detected on contrast-enhanced CT. The left ure- 
ter orifice could not be seen on cystoscopy, so percutaneous 
intervention was used as a guide to find the ureteral ostium. A 
contrast agent was injected via a nephrostomy catheter, and it 


was passed to the bladder through a very thin gap at the lower 
end of the ureter. Under fluoroscopy, a 0.038-in. guidewire was 
inserted into the ureter and passed to the bladder. Implanta- 
tion of a double-) stent was attempted via the guidewire, but 
without success. The patient was then put in the lithotomy posi- 
tion, and the guidewire could be seen in the bladder lumen on 
a cystoscopy. 

Surgical technique: Interventions were made using a rigid cys- 
toscope (19 FR; Richard Wolf, Knittlingen, Germany) with the 
patients in the dorsal lithotomy position, under general or se- 
dation anesthesia. Ciprofloxacin was given to the patients be- 
fore and after the operation. The guidewire went through the 
ureteral orifice, and it was seen in the bladder. The guidewire 
was then taken out with a flexible grasping forceps. A balloon 
dilator was sent over the guidewire, but it could not be passed 
through the orifice, which was so narrow (pinhead) that only the 
guidewire could be passed through it. Therefore, the cystoscope 
was removed and the bladder was accessed with a 24 FR resec- 
toscope (27 FR; Richard Wolf). The ureter orifice was cut about 
1 cm with a guided Collings knife to be parallel to the guidewire 
(Figure 1). Then, the ureter was accessed where the guidewire 


guidewire 


Figure 1. The moment of cutting of the ureter orifice 


was completely exposed. A narrow ureter segment and orifice 
were cut from the anterior wall, and the posterior wall of the 
lower end of the ureter was reached. When the normal part 
of the ureter was reached, a double-) stent was inserted. The 
patients were discharged uneventfully on the first day after the 
operation, and the side pains were relieved in both patients. 
In one patient, there was no complaint of dysuria due to the 
double-) stent. For control, a CT was performed in one patient 
and ultrasonography in the other six weeks after the operation. 
Hydroureteronephrosis regressed from grade 3 to grade 1. In 
both patients, when the double-) stent was removed, the orifice 
was observed to be wide. At 1- and 3-year ultrasonographic 
controls, hydroureteronephrosis did not increase. No pain or 
any other complaint was observed in followup. 


Discusssion 
Currently, treatment options for patients with ureter ureteral 
obstruction have increased along with technological advance- 
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ments. However, reconstruction surgeries represent the main 
choice for complex situations or for failure of more conservative 
treatments. Traditionally, ureteral reconstruction has been per- 
formed by open surgery; however, laparoscopy offers the advan- 
tages of a minimally invasive, safe, and effective procedure [2, 
4]. Because open surgery is highly invasive and expensive, with 
a high rate of mortality, it is not a first-line treatment option [1]. 
Today, most patients can be treated without the need for open 
surgery, due to advancements in methods and technology. Sev- 
eral endourological techniques have been described, such as 
balloon dilatation, cold knife, electrosurgical, and Acucise endo- 
ureterotomy) [5, 6]. 

Endoscopic dilatation and incision are recommended as the first 
choice in congenital and acquired benign, segmental, or partial 
stenosis, and this is also a potential option in ureteropelvic junc- 
tion stenosis [3]. Good results have been reported in 50-76% of 
balloon dilatation cases [7]. Similarly, in screening the literature, 
55% (48/88) of the cases were reported to have good outcomes 
with balloon dilatation [8]. However, better results are gener- 
ally associated with endoureterotomy [9]. Successful outcomes 
have been reported in average of 78% (62/100) of endoureter- 
otomy cases [7, 8]. Excellent results were reported, with short 
hospitalization time, in many patients who had complete distal 
ureter stenosis using a cutting balloon catheter [10]. Similarly, it 
has been reported that cold cutting of ureteral stenosis with en- 
doscopic scissors is a safe method and that good results were 
obtained in 12-24-month followups. Thus, this method has been 
reported as a treatment option in benign intrinsic ureteral ste- 
nosis [3]. 

All these endoscopic approaches can be applied in cases where 
the ureter lumen can be seen in cystoscopy and passed through 
a guidewire. Especially in endoscopic treatment of bladder tu- 
mors, the ureter ostium can be resected in order to achieve 
radical oncologic results in some cases when the ureter ostium 
is affected, which could lead to complete obstruction of the re- 
sected ostium. Conventional open or laparoscopic surgery can 
be applied in this situation. It has been reported in the literature 
that minimally invasive anterograde trans-nephrostomic and 
retrograde endoscopic approaches were important in produc- 
ing a new ostium [11]. We also believe that the anterograde 
approach is an alternative treatment option when the orifice 
cannot be defined, as in our two cases. 

In another study in which the percutaneous approach was ap- 
plied, it was reported that a percutaneous double-) stent was 
inserted due to the postoperative migration of the stent. Fur- 
thermore, it was stated that insertion of a percutaneous J stent 
is an alternative option to endoscopic or surgical treatment in 
selected cases [12]. 

In both our patients, in whom there was stenosis that did not 
allow percutaneous insertion of a J stent, passing a guidewire 
into the bladder offered a retrograde approach. Therefore, our 
patients, who were under risk of morbidity and mortality under 
open or laparoscopic surgical options, could be treated using a 
combined anterograde and retrograde approach. 


Conclusion 
An endoscopic procedure including dilatation and ureterotomy 
must be attempted before making the decision to use an open 


or laparoscopic approach in patients with benign ureteral ob- 
struction. If this option fails, the patient should then be sched- 
uled for open/laparoscopic surgery, and it should be determined 
whether an opaque agent and the guidewire can pass through 
the obstructed area. If the guide can be passed into the blad- 
der, endoscopic treatment should be administered, using a com- 
bined anterograde and retrograde approach. 
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Dis Cekimi Sonras: Servikofasial Cilt Alt Amfizem 


Cervikofasial Emphisema and Pneumomediastinum 


After Dental Procedure: A Case Report 


ve PnoOmomediasten: 1 Olgu Nedeniyle 


Dis Cekimi Sonrasi Phomomediasten / Pheumomediastinum After Dental Procedure 
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Ozet 

Servikofasyal amfizem ve pnémomediasten dental girisimlerden sonra nadiren 
gelisen komplikasyonlardir ve yiiksek hizli hava tirbinli dental matkap kullanimi 
ile iliskilidir.Yasami tehdit etme potansiyeli olan bir durum olsa da olgularin bilyiik 
cogunlugunda kendini sinirlar ve tehlike olusturmaz. Bu yazida sag alt ikinci mo- 
lar dis gekimi sonrasinda gézle gérilliir cilt alt! amfizemi, ppomomediasten gelisen 
hasta sunuldu. Dis hekimleri ve hekimler dental islemi takiben ani dispne gelisme- 
sini daha cok kullanilan anesteziklere karsi alerjik reaksiyona baglama eBiliminde- 
dirler. Dis hekimleri ve hekimler dental islem sonrasi alerjik reaksiyonu taklit eden 
cilt alti amfizemine bagli servikofasyal bolgede yumusak dokuda sisme olabilece- 


gi konusunda dikkatli olmalidirlar. 
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Abstract 

Cervicofacial emphysema and pneumomediastinum are rarely observed complica- 
tions of dental interventions. The complications are associated with the use of 
a high-speed air-turbine dental drill. It is a potentially life-threateningcondition, 
but the majority of cases are self-limiting and benign. We describe a patient with 
remarkable subcutaneous emphysema, pneumomediastinum, and partial pneumo- 
thorax after right second mandibular molar extraction. Dentists and physicians 
more often attribute the rapid onset of dyspnea in patients after a dental proce- 
dure to an allergic reaction to the anesthesia used during the procedure. Dentists 
and physicians should be aware that soft tissue emphysema can cause acute 
swelling of the cervicofacial region after dental procedures, which may mimic an 


allergic reaction. 
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Giris 

Pnoémomediasten kiint, penetran ya da barotravmayi taki- 
ben trakeobronsial sistemin ya da sindirim sistemi organlari- 
nin biitiinligiiniin bozulmasi sonras! mediastende hava bulun- 
mast olarak tarif edilebilir. jatrojenik pnomomediasten, siklik- 
la bas-boyun ve gégiis cerrahisi girisimlerinden sonra, nadiren 
de batin cerrahisi sonrasi gortilen bir komplikasyondur. Serviko- 
fasyal amfizem ve pndmomediasten dental girisimlerden sonra 
nadiren gelisen komplikasyonlardir ve yiiksek hizli hava tirbinli 
dental matkap kullanimt ile iliskilidir [1-3]. Yasami tehdit etme 
potansiyeli olan bir durum olsa da olgularin bik gogunlugun- 
da kendini sinirlar ve tehlike olusturmaz. Bu yazida sag alt bi- 
rinci molar dis gekimi sonrasinda yiksek hizli hava turbinli den- 
tal matkap kullanilmamasina ragmen gozle goriilliir servikofasi- 
al cilt alti amfizemi ve pnomomediasten gelisen hasta sunuldu. 
Dis hekimleri ve hekimler dental islem sonrasi alerjik reaksiyonu 
taklit eden cilt alti amfizemine bagli servikofasial bolgede yu- 
musak dokuda sisme olabilecegi konusunda dikkatli olmalidirlar. 


Olgu Sunumu 

Otuz yasinda erkek hasta 4 giin 6nce kirilan disi igin dis heki- 
mine basvurmus. Antibiyotik tedavisi ( hangi antibiyotik oldu- 
gu bilinmiyor) sonrasi disin cekilmesine karar verilmis. Dis ¢e- 
kimi icin lokal anestezi uygulanmis. Sag alt 1. molar disin ¢eki- 
mini takiben bas boyun bdlgesinde sislik olusan ve gogiis agrisi 
tarifleyen hasta acil servise yonlendirilmis. Acil serviste deger- 
lendirilen hastanin genel durumu iyi, vital parametreleri normal 
degerlerde, satiirasyonu %98 olarak degerlendirildi. Nefes dar- 
l1g1 tariflemeyen olgunun fizik muayenesinde sag alt g6z kapagi, 
yz ve boyunda cilt alti amfizeme bagli krepitasyon tespit edil- 
di. Boyun ve toraks bilgisayarli tomografisinde yiiz ve boyundan 
baslayip, trakea etrafindan perikarda kadar uzanan cilt alt! am- 
fizem ve pndmomediasten izlendi ( Resim1) . Nazal 2It/dk %100 
O2, antibiyotik, boyun ve diste agri tariflemesi Uzerine analjezik 
tedavi ile servis izlemine alinan hastanin amfizemi sadece de- 
rin palpasyonla hissedilecek kadar geriledi. Ek bir miidahaleye 
gerek duyulmadi. Hasta 3. gin taburcu edilerek kontrole cagril- 
di. 1. Ay kontroliinde sikayeti olmayan ve muayene bulgulari ile 
akciger grafisi normal olan hastanin sikayeti olmasi durumun- 
da basvurmasi soylendi. 


Resim 1. BT’de amfizem bulgulari 


Tartisma 

Servikofasial amfizem ve pndmomediasten, servikofasial sub- 
kutan dokular ve mediastende hava bulunmasiyla karakterize 
bir durumdur. Bu klinik durum, nadiren, dental islemler sirasin- 
da yiiksek hizli hava turbinli dental matkap kullanilmasina bag- 
l1 olarak olusmaktadir. Ozellikle mandibular molar dislerle ilgili 
islemlerde basingli hava retromolar alandan pterigomandibular 
alan ve lateral faringeal bosluga gecerek ilerleyebilir[4]. Retro- 
faringeal alanda serbest hava bulunmasi éstaki borusunda dis- 
fonksiyona ve isitme kaybina, disfoni, disfaji ve gogus agrisi- 
na neden olabilir [5]. Molar dislerin kokleri direk olarak subman- 
dibular bosluga buradan da retrofaringeal alana ve mediaste- 
ne baglanir. Cilt alt! amfizem ve pno6momediasten siddetli hap- 
sirma sonrasinda da gorulebilir [6]. Retrosternal agri ve nefes 
darlig1 pnomomediastenin karakteristik bulgularidir. Muayene- 
de kalp seslerinin derinden isitilmesi ve kalp atimi sirasinda du- 
yulan mediastinal krepitasyon ( Hamman’s belirtisi) saptanabi- 
lir. Ciddi pn6momediasten olgularinda ven6z distansiyon, hipo- 
tansiyon, hiperkarbi ve asidoz gorilebilir [4]. Radyolojik incele- 
melerde mediastende hava goriilmesi tan! koydurucudur. PA Ak- 
ciger grafisinde kalp sinirlarinin etrafinda ince bir hat seklin- 
de hava gortlebilir. Cilt alti amfizem ve pno6momediastenin te- 
davisi genellikle konservatiftir. Genellikle %100 O2 inhalasyo- 
nu uygulanir. Ozellikle dis operasyonlari sonrasi gelisen pndmo- 
mediastenlerde oral kavitedeki mikroorganizmalara bagli medi- 
astinit gelisebilme ihtimaline karsi genis spektrumlu antibiyotik 
de kullanilir [7]. PhOmomediasten ve cilt alti amfizemi genellik- 
le kendini sinirlar ve ek bir isleme gerek duyulmaz. Ancak, tra- 
keal basi, pnomoperikardium, tansiyon pndmomediasten, medi- 
astinit, sepsis ve kardiak tamponad gibi hayati tehdit edici du- 
rumlara da yol agabilecegi unutulmamalidir. Phomomediasten 
ve cilt alt! amfizemi dis hekimleri tarafindan da mutlaka bilin- 
meli, alerjik reaksiyon, hematom yada enfeksiyonla karistirilma- 
dan hasta acil servise yonlendirilmelidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu cgalismada cikar gakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Ebstein, leiomyoadenomatoid tiimér tanimini, diiz kas komponenti 6n planda bulu- 
nan adenomatoid tiimér igin kullanmistir. Adenomatoid tiimGér 3.-4. dekadda, ¢o- 
gunlukla kadin ve erkek genital sisteminde bulunan, nadir, benign neoplazidir. Mik- 
roskopik inceleme tiibiiler, kanalikiiler pleksiform pattern de veya kistik dilate bos- 
luklar seklinde fibr6éz veya diiz kas stromasina infiltrasyon gésteren vakuole, tas- 
lt yuiztik benzeri epitoloid gériiniimli hiicreleri gésterir. Birgok ultrastriikttirel ve 
imminohistokimyasal calisma_ bu lezyonun mezotel hiicrelerinden kdken aldigi- 
ni gosterir. Stromada diz kas varligi genellikle uterustan koken alan adenomato- 
id timGrlerde bildirilmistir. Biz burada, stroma igindeki diiz kas dokusunun_tiim6- 
ruin neoplastik bir komponenti oldugunu isaret eden, diiz kas dokusundan fakir epi- 


didimde yerlesmis bir adenomatoid tiimér olgusunu sunacagiz. 
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Abstract 

Ebstein used leiomyoadenomatoid tumor description of a variant of adenoma- 
toid tumor with a prominent smooth muscle component. Adenomatoid tumor is 
benign, rare neoplasm that may be found mostly in genital tract of women and 
men at 3rd - 4th decade. Microscopic examination reveals epitheloid appearance 
of vacuolated, signet-ring like cells, showing infiltrative distribution in fibrous or 
smooth muscle stroma in tubular, canalicular plexiform patterns or lining cystical- 
ly dilated spaces. Most of the ultrastructural and immunohistochemical studies 
revealed mesotelial origin of this lesion. The presence of smooth muscle in stro- 
ma has been generally reported in adenomatoid tumors originated from uterus. 
Herein we report a case of an adenomatoid tumor located in epididimis which is 
poor of smooth muscle that indicates the smooth muscle tissue in the stroma is a 
neoplastic component of adenomatoid tumor. 
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Introduction 

Leiomyoadenomatoid tumor was first described by Ebstein, in 
1992. The term “leimyoadenomatoid” is indeed a descriptive 
name for the lesion, and reflects its histopathological appear- 
ance that is composed of prominent stromal smooth muscle 
proliferation accompanied by glandular structures [1]. Most of 
the ultrastructural and immunohistochemical studies indicate 
a mesothelial origin for the lesion . Adenomatoid tumors are 
benign, solitary lesions that occur mostly in genital tract of 
women and men at 3rd-4th decade [2]. Clinically, these lesions 
are usually found incidentally, and differential diagnosis of this 
rather rare lesion from malignant tumors which are more com- 
mon in testicular region is crucial. 


Case Report 

A 76-year old man was admitted to urology outpatient clinic 
with swelling and pain in his right testis. In radiological evalu- 
ation of ultrasound showed 3.7x3.2 cm lobular mass, including 
echogenic areas on right testis cauda epididymis. The patient 
had a history of coronary by-pass surgery and was taking anti- 
hypertensive medication for 20 years. Laboratory analysis re- 
vealed ALK:126 IU/L, LDH: 179 IU/L, HCG: 1.2, PSA: 1.56 ng/ 
ml. The patient underwent to right orchiectomy. Orchiectomy 
specimen was 94 g, and measured as 10.5x7.7 cm. The well 
circumscribed solid, firm, grayish white mass located between 


Figure 1. Adenomatoid component of leiomyoadenomatoid tumor composed of 
cystically dilated tubules and gland like structure (Hematoxylin -eosin X 100) 


tunica albuginea and epididimis was 3.5x3x3 cm. Microscopi- 
cally prominent fascicles of smooth muscle were infiltrated by 
cuboidal to flattened and vacuolated cells as well as tubular- 
glandular cystically dilated spaces (Figure 1,2). There was no 
mitoses, necrosis or pleomorphism. In immunohistochemical 
analysis the epithelial like cells were strongly positive for cy- 
tokeratin and calretinin (Figure 3a, 3b). Fascicles of prominent 
spindle cells were positive for smooth muscle actin (Figure 4). 
The lesions were diagnosed as leiomyoadenomatoid tumor. 


Discussion 

Adenomatoid tumors are benign lesions located most frequent- 
ly in paratesticular region, epididymis, spermatic cord and tu- 
nica albuginea in males and uterus, fallopian tubes and ovary 
in females. Besides genital region, pleura, lymph nodes and in- 
testinal mesothelium localizations have been reported in both 
sexes [2,3,4 ]. Our case was localized in epididymis. Most of 
the adenomatoid tumors are well circumscribed, grayish white 
colored solid lesions, smaller than 3 cm in size, and include no 
hemorrhage or necrosis [5]. In our case, the lesion was also well 
circumscribed and 3.5x3x3 cm in dimension. 
Histopathologically, leimyoadenomatoid tumors consist of 
mostly cuboidal cells with epitheloid appearance, sometimes 
accompanied by vacuolated, signet-ring like cells, showing in- 
filtrative distribution in fibrous or smooth muscle stroma in tu- 
bular, canalicular plexiform patterns or lining cystically dilated 
Epithelial cells have small round-oval shaped nuclei, 
without prominent nucleoli and bright eosinophilic cytoplasm. 


spaces. 


Since the lesion may present with variable histopathologic pat- 
terns, differential diagnosis may be challenging. The presence 
of glandular pattern may mimic infiltrative epithelial and me- 


sothelial lesions, while small-transparent cells with vacuolated 


Figure 3. Immunohistochemical stains for cytokeratin are diffusely positive in tu- 
bules epitelium (A), Immunohistochemical stains for calretinin are diffusely posi- 
tive in tubules epitelium (B) 


Figure 2. Smooth muscle components of leiomyoadenomatoid tumor (Hematoxy- 
lin -eosin X 100) 


Figure 4. Immunohistochemical stains for smooth muscle actin positivity in spin- 
dle cell bundles (SMA X 200). 
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cytoplasm may resemble liposarcoma, and signet-ring like cells 
may resemble signet- ring adenocarcinoma. In ovary, Leydig cell 
adenocarcinoma should also be included in the differential diag- 
nosis because of the presence of cells with large, eosinophilic 
cytoplasm [1-4]. 

The cases are generally clinically asymptomatic and usually 
found in radiological scans incidentally. Radiologic evaluations 
cannot distinguish other benign lesions like leiomyoma [6]. 
Most other lesions located in the testis have malignant nature; 
it is important to distinguish adenomatoid tumor of the testis 
from malignant lesions with frozen section during surgery while 
the therapy of adenomatoid tumor is enucleation of the mass 
only. In cases which proper differential diagnosis could not be 
made, overtreatment with orchiectomy may be performed. 
Although Akhtar et al. has reported that inter glandular stroma 
in adenomatoid tumor may only be consist of smooth muscle 
tissue, stromas of most of the reported adenomatoid tumors 
are not rich of smooth muscle tissue [7]. Ebstein et al. has used 
the term ‘leiomyoadenomatoid tumor’ for adenomatoid tumors 
that has stroma with prominent smooth muscle tissue. Cases 
with leiomyoadenomatoid tumor reported in the English litera- 
ture are rather few. Kausc et al. has reported a leiomyoadeno- 
matoid tumor localized in epididymis [8]. It is not clear whether 
the presence of smooth muscle tissue is a component of the 
lesion or a marker of myometrial adjacency in adenomatoid tu- 
mors localized in uterus. On the other hand, prominent smooth 
muscle proliferations in the stroma of adenomatoid tumors lo- 
calized in ovarian stroma, testis, and adrenal glands which are 
poor of smooth muscle tissue encourage the leiomyoadenoma- 
toid tumor definition. 

Although almost all of the studies indicate a mesothelial origin, 
histogenesis of adenomatoid tumors is still not clear. Immuno- 
histochemically, the epithelial cells are positive for vimentin, 
cytokeratin, calretinin, HMBE-1 and negative for EMA and CEA 
[1-4]. Mesothelial cell origin is comprehensible for the adeno- 
matoid tumors that are located in serosa-related organs. In lo- 
cations which are not directly related with mesothelial lining, 
such as subserosal myometrium, adenomatoid tumors may be 
originated from mesothelial inclusions. Another theory in adeno- 
matoid tumor histogenesis is that the lesion may be developed 
from mesenchymal tissues. This theory can explain the presence 
of smooth muscle, fibrous tissues and vascular structures as a 
component of tumor along with the glandular structures [8]. 

In conclusion, most of the studies endorse the mesothelial cell 
origin of adenomatoid tumors. In the literature, the presence of 
smooth muscle in stroma has been generally reported in adeno- 
matoid tumors originated from uterus. As is seen in our case, 
prominent smooth muscle tissue in the stroma of adenomatoid 
tumors located in organs like testis and ovary, that are normally 
poor of smooth muscle tissue, indicates that the smooth muscle 
tissue is a neoplastic component of adenomatoid tumor. We 
want to emphasize that defining this benign lesion, which has 
no clinical, radiological or prognostic difference from adenoma- 
toid tumors, as “leiomyoadenomatoid tumor”, explains morpho- 
logical features much more clearly. 
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Ozet 

Aritenoid dislokasyonu (AD) ve spontan pnémomediastinum (SPM), genellikle be- 
lirgin travmalar sonucu ortaya ¢ikan nadir antitelerdir. Siddetli okstiriigiin SPM’ye 
neden oldugu bilinmektedir fakat literatiirde buna bagli sadece iki AD vakasi bil- 
dirilmistir. Ayn! hastada 6ksiirtige bagli AD ve SPM birlikteligi hig bildirilmemistir. 
Biz bu yazimizda 38 yasinda saglikli bir erkek hastada 3-4 Oksitiruk sonrasi ortaya 
gikmis AD ve SPM olgusunu sunduk. Hastamizda SPM konservatif tedavi ile tama- 
men diizeldi. Hasta, SPM kaynakli olmas! muhtemel anestezi riskleri nedeniyle AD 
igin Gnerilen cerrahi tedaviyi kabul etmedi. AD’nin diizelmemesine ragmen 1 yillik 
takip stirecinde hastanin sesinde kismi diizelme oldu. Sonug olarak oksiirtik sonra- 
si ses degisikligi sikayeti ile goriilen bir hastanin laringotrakeit ile ayirici tanisin- 
da AD akilda tutulmali ve laringoskopisi mutlaka yapilmalidir. Bunun yaninda idio- 
patik oldugu diisiiniilen eski AD vakalarinda siddetli oksiirtik hikayesi mutlaka sor- 
gulanmalidir. Ayrica AD ve SPM'nin birlikte bildirildigi vakamiz gostermistir ki, er- 
ken dénem AD vakalarinda SPM de arastirilmali ve varliginda AD tedavisini olum- 
suz etkileyebilecegi bilinmelidir. 


Anahtar Kelimeler 
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Abstract 

Arytenoid dislocation (AD) and spontaneous pneumomediastinum (SPM) are rare 
entities that are usually thought to occur as complications of distinct trauma 
of upper aerodigestive tract. It is well known that, SPM can caused by severe 
cough, but only two AD cases due to coughing has been documented and AD ac- 
companied SPM has not been described so far in the literature. We describe an 
unusual association of AD and SPM caused by a small number of severe cough 
(3-4 times) in 38-years old healthy man. SPM fully recovered with conservative 
treatment. The proposed surgical treatment for AD was not accepted by the pa- 
tient due to the potential risks of SPM duration anesthesia. Therefore, there was 
no improvement in AD although some improvement in his hoarseness, during the 
1-year follow-up. In conclusion, when a patient with hoarseness after coughing is 
seen, AD should be kept in mind in the differential diagnosis of laryngotracheitis 
and laryngoscopy should be performed. The story of severe coughing should well 
be questioned in patients with possible idiopathic AD. Our case, the first reported 
case of accompanied AD and SPM, suggested that, SPM should be investigated in 
patients with early stage AD and the presence of SPM may adversely affect the 
treatment of AD. 
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Introduction 

Arytenoid subluxation (AS) and arytenoid dislocation (AD) are 
rare entities that occur mainly after external (particularly blunt 
trauma) or internal (particularly post-intubation) injury to the 
larynx [1]. AD refers to complete separation of the arytenoid 
cartilage from the cricoarytenoid joint space, and it usually re- 
sults from severe laryngeal trauma. AD is more rarely injury 
than AS [2]. 

Pneumomediastinum can be considered in two groups: sponta- 
neous pneumomediastinum (SPM) without an obvious primary 
pathology, and secondary pneumomediastinum with a variety 
of intrathoracic and extrathoracic causes such as trauma, in- 
fections and esophageal perforation. SPM is an uncommon and 
rare clinical entity. The more common suspicious etiological 
factors of SPM involve asthma exacerbations, infection, and 
coughing related Valsalva maneuvers [3,4]. 

To our knowledge, AD and SPM caused by cough has not been 
described so far in the literature. We present AD and SPM in 
38-years old healthy male patient caused by a small number of 
severe cough, a rarely etiologic factor for both of them. 


Case Report 

A 38-year-old male patient presented to otolaryngology service 
at our institution complaining of neck pain and sudden change 
of voice after a small number of severe cough (three or four 
times) during working in his farm. Laryngeal examination by 
900 rigid endoscope revealed anteriorly displaced left aryte- 
noid cartilage, submucosal hemorrhage in left aryepiglottic fold 
and immobile left vocal cord and saliva accumulation (Figure 
1). There was no evidence of external neck trauma on physical 


Figure 1. The endoscopic view showing left AD. SH; submucosal hemorrhage, AD; 
anterior displacement of left arytenoids cartilage, SA; saliva accumulation 


examination. A multidetector (128 slice) computed tomography 
(CT) of the neck with contrast with two-dimensional (2D) ref- 
ormation and three-dimensional (3D) rendering was performed. 
Coronal and axial sections of CT scan demonstrated anteroin- 
ferior displacement of the left arytenoid cartilage and pneumo- 
mediastinum (Figure 2-4). The patient was consulted with infec- 
tious diseases clinic and there was no intrathoracic infection. 
Thoracic surgery clinic suggested watchful waiting treatment 
for SPM and it fully recovered with conservative treatment. The 
patient had no complaint of cough when refered to our clinic 


Figure 2. CT scan showing left AD in coronal and axial sections 


Figure 3. 3D CT scan showing left AD. H; hyoid, T; thyroid cartilage; AD; anterior 
displacement of left arytenoid cartilage 


Figure 4. CT scan showing SPM in axial section. 


and later. The proposed surgical reduction or reposition for AD 
was not accepted by the patient due to the potential risks of 
SPM during anesthesia. Therefore, there was no improvement 
in AD although some improvement in his hoarseness, during the 
1-year follow-up. 
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Discussion 

It is well known that, SPM can caused by severe cough and usu- 
ally detected by imaging techniques in patients with a com- 
plaint of chest pain and dyspnea. Subcutaneous emphysema 
may be accompanied these symptoms. Also indicate a rapidly 
fatal course due to cardiovascular collapse [3,5]. Our patient 
had none of these complaints. There was a slight change in 
sound with a sore throat due to AD. Plain radiograph of chest 
was normal, but CT of the neck and chest demonstrated SPM 
and it fully recovered with watchful waiting treatment. 

AD and AS are rare entities that occur mainly after external 
or internal distinct larynx traumas. Intubation trauma and id- 
iopathic cases are the most common cause of AD, respectively. 
Time interval between the onset of complaint and applied to 
clinic is a few months for idiopathic cases [1]. The joint disloca- 
tion is not possible without a traumatic force or stress. A few 
cough caused AD in our patient. This situation suggest that a 
few several cough which unremembered or forgotten may be 
the cause of idiopathic AD. 

Cough and hoarseness are mistakenly interpreted such as lar- 
yngitis or tracheitis because of these complaints often seen in 
patients with laryngotracheal inflammatory diseases and diag- 
nosis of AD may be delayed or omitted, especially if laryngos- 
copy is not performed. For this reason, duration of cough and its 
association with hoarseness should be evaluated carefully and 
laryngoscopy should be performed. 

In conclusion; 

1. When a patients with hoarseness after coughing is seen, AD 
should be kept in mind with respect to differential diagnosis 
of laryngotrcheitis by physician especially in a primary health 
center. 

2. The laryngocopy should carefully be performed. 

3. The story of severe coughing should well be questioned in 
patients with possible idiopathic AD. 

4. In addition, our case, the first reported case of accompanied 
AD and SPM, suggested that, SPM should be investigated in 
patients with early stage AD and the presence of SPM may ad- 
versely affect the treatment of AD. 


Competing interests 
The authors declare that they have no competing interests. 


References 

1. Hiramatsu H, Tokashiki R, Kitamura M, Motohashi R, Tsukahara K, Suzuki M. 
New approach to diagnose arytenoid dislocation and subluxation using three-di- 
mensional computed tomography. Eur Arch Otorhinolaryngol. 2010;267:1893-903. 
2. Nerurkar N, Chhapola S. Arytenoid subluxation after a bout of coughing: a rare 
case. Am J Otolaryngol. 2012;33:275-8. 

3. Caceres M, Ali SZ, Braud R, Weiman D, Garrett HE Jr. Spontaneous pneumo- 
mediastinum: a comparative study and review of the literature. Ann Thorac Surg. 
2008;86:962-6. 

4. Romero KJ, Trujillo MH. Spontaneous pneumomediastinum and subcutaneous 
emphysema in asthma exacerbation: The Macklin effect. Heart Lung. 2010;39:444- 
7. 

5. Katabathina VS, Restrepo CS, Martinez-Jimenez S, Riascos RF. Nonvascular, 
nontraumatic mediastinal emergencies in adults: a comprehensive review of im- 
aging findings. Radiographics. 2011;31:1141-60. 


How to cite this article: 

Aynali G, Yazkan R, Gonen i, Dongel i, Unlii EN. Arytenoid Dislocation and Spontane- 
ous Pneumomediastinum Caused by a Heavy Cough. J Clin Anal Med 2013;4(suppl 
1): 21-3. 


Journal of Clinical and Analytical Medicine | 23 


A Case of Periventricular Nodular Heterotopia 


with Late Onset Seizures 


Gec Baslangicli Nobetler ile Seyreden Periventrikiler 


Nodiiler Heterotopi Olgusu 


Periventriktiler Noduler Heterotopi / Periventricular Nodular Heterotopia 


Mustafa Tansel Kendirli', Hakan Tekeli', Mehmet Gtiney Senol', Semih Alay” 
'Noroloji Servisi, GATA Haydarpasa Egitim Hastanesi, istanbul, 
2Noroloji AD, GATF, Ankara, Tiirkiye 


Ozet 

Periventrikiiler noduler heterotopi, kendini genellikle 2 ve 3. dekadlarda baslayan 
epileptik nobetler ile gésterebilen bir néronal migrasyon anomalisidir. Hastalarin 
bircogu fiziksel ve mental olarak normaldir ancak bir kisminda hafiften agira degi- 
sebilen mental retardasyon, lisan bozukluklari ve kisa barsak sendromu gibi anor- 
mallikler mevcut olabilir. Biz, burada dordiincii dekadan sonra nébet gecirmeye 
baslayan bir bilateral periventrikiiler heterotopi olgusunu sunduk ki bizim bilgimiz 


dahilinde bu rahatsizlikta bildirilmis en gec nébet baslangic¢ yasidir. 
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Abstract 

Periventricular nodular heterotopia is a neuronal migration disorder that may 
manifest itself by epileptic seizures starting generally at 2nd and 3rd decades. 
Most patients appear mentally and physically normal, but some of them may have 
multiple findings, including short-gut syndrome, language disturbances, and mild 
to severe mental retardation. Here, we present a case with bilateral periventricu- 
lar nodular heterotopias that starts to seize after fourth decade which in our 


knowledge, is the oldest age to experience the first seizure in this circumstances. 
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Introduction 

Since the invention of imaging modalities, periventricular 
nodular heterotopia (PNH) has become one of the well known 
causes of epilepsy among other neuronal migration disorders 
(NMDs). Female preponderance, absence of major neurological 
or mental deficits, late-onset seizures usually in their twenties 
are some of the clinical characteristics in patients with PNH 
which are previously reported [1,2]. Although the nodular mass- 
es themselves may be the origin of epileptogenic discharges, 
some of the patients may have other structural abnormalities 
(cortical dysplasia, thin corpus callosum, hippocampal sclerosis, 
etc.) and these can cause epilepsy as well [3]. Both focal and 
generalized seizures can be observed. Seizures, particularly fo- 
cal ones, are generally resistant to treatment [1]. 

We wish to present a patient who has bilateral PNH and easily 
controlled rare nocturnal seizures starting at age 41. 


Case Report 

A 51-year-old right handed woman with a feel like to have a 
seizure last night while sleeping was admitted to our policlinic 
for evaluation. She had another seizure almost ten years ago 
when she was 41. An eyewitness described her to this first epi- 
sode as uncontrollable body shaking while she was sleeping and 
lasting nearly a minute. After the seizure she looked confused 
and felt asleep. On the morning of that night she had a dull 
headache and fatigue which is the same feelings she has today 
that brings her to our hospital. In her first episode some elec- 
troencephalography (EEG) abnormalities like mild background 
slowing with focal teta activities have been found. She told that 
she diagnosed with epilepsy after the first episode although 
she experienced only one attack and used carbamazepine (CBZ) 
400 mg/daily up to three years without any recurrence and then 
gradually stopped. In her past medical history there was breast 
cancer with bilateral prophylactic mastectomy. There weren't a 
history of epilepsy in her family. 

A general medical examination revealed nothing abnormal. 
At her neurological examination, she was alert, oriented with 
a mini-mental score of 30/30. There was no evidence of lan- 
guage disturbances. All cranial nerve functions were normal. 
Muscles were normal tone and strengths 5/5 throughout. There 
were neither reflex nor sensory abnormalities. Coordination and 
fine motor abilities were also normal. Her gait demonstrated a 
normal base and arm swing. All laboratory tests including com- 
plete blood count, chemistry panel and urinalysis were in normal 
ranges. Although EEG showing some subtle EEG abnormalities 
(Figure-1) which are nonspecific, the magnetic resonance imag- 
ing (MRI) scan supported the diagnosis of bilateral PNH (Fig- 
ure-2) 

She was living alone and has concern of to experience another 
seizure. Therefore we began treatment with CBZ (400 mg/day) 
which is previously well tolerated and has an effect to prevent 
seizures. She has been seizure free without any intolerable ad- 
verse events for eight months. 


Discussion 

PNH (also known as subependymal nodular hetrotopia) is a mal- 
formation due to abnormal neuronal migration. It character- 
ized by the presence of round clusters of neurons that line the 
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Figure 1. EEG of the patient demonstrates few spike like discharges on the left 
posterior temporal region with a generalized low amplitude background activity. 


Figure 2. (A) Axial T1-weighted and (B) Sagittal T2-weighted images showing 
bilateral periventricular nodular heterotopias (white arrows) and the wavy form 
of the superior wall of the lateral ventricles (black line) with mild cortical atrophy. 


walls of the lateral ventricles bilaterally or unilaterally, instead 
of properly migrating to the cortex [2,3,]. The prevalences of 
nodular heterotopia in the general population and in patients 
with epilepsy are unknown. In a large series of adult epileptic 
patients, about 2% had nodular heterotopias [4]. The patho- 
genesis of NMDs is multi-factorial. Genetic mutations as well 
as environmental factors (e.g. toxic agents, irradiation, viral 
infection) may all contribute to the development of these syn- 
dromes. So far, X-linked dominant mutations in FLNA (Filamin 
A or FLN1) and autosomal recessive mutations in ARFGEF2 
(ADP-ribosylation factor guanine exchange factor 2) have been 
shown that are associated with PNH [5]. 

In clinical practice, to diagnosis the cause of the epilepsy is 
very important for further prognostic and therapeutic consider- 
ations. Less than half of all newly diagnosed cases of epilepsy 
have a known structural or metabolic cause and among them, 
the predominant known causes are stroke, neurodegenerative 
diseases such as dementia and multiple sclerosis and brain tu- 
mors [6]. World Health Organization (WHO) also reports that in 
developing countries, common causes of epilepsy are trauma, 
infections, brain tumors, alcohol, vascular diseases, metabolic 
and neurodegenerative disorders between the ages of 20 to 
60 [7]. Although NMDs and particularly PNH are rarely seen 
as a reason of epilepsy in adult ages, high resolution imaging 
techniques dramatically improved our recognition of them. For 
these and other structural reasons, MRI is obligatory in all epi- 
lepsies starting at adulthood as a current concept. 

In the diagnosis of epilepsy it is generally accepted that the 
patient must have repeated seizures without massive provoca- 
tion due to abnormal electrical discharges in the neurons. The 
neuron clusters in PNH are capable of generating their own 
epileptic activity. But functional imaging studies suggest that 
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seizures were generated by the overlying cortex but not the het- 
erotopias. Nonetheless, EEG can often help to demonstrate an- 
atomic localization of PNH. Multifocal or posterior epileptiform 
activities as well as diffuse fast activities superimposed on fo- 
cal multiple spike discharges may have been seen in bilateral or 
even in the unilateral patients. During slow-wave sleep, diffuse 
bursts of polyspikes were also reported [1,3]. 

The rationale for starting treatment is to have a reduced risk 
of seizure recurrence and better quality of life compared to no 
treatment. Overall seizure recurrence risk following a first sei- 
zure was found as 46% [8]. Regression analysis showed that 
there are some factors contributing to seizure recurrence. Ac- 
cording to these results; low risk patients were those with a sin- 
gle seizure, no neurological deficit, and a normal EEG. Medium- 
risk was seen in those with either 2-3 seizures or neurological 
signs or an abnormal EEG. All patients who had more seizures 
or more than one additional factor belonged to the high-risk 
group [8]. Current evidence and consensus suggest that treat- 
ment should be started following a single seizure if the patient 
is in the medium or high recurrence risk group and the patient 
wishes to start it. 

In conclusion, this case has taught us epileptic seizures starting 
at adult ages may be due to congenital malformations. There- 
fore, we have to evaluate every detail carefully. 
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Ozet 

X kromozomuna bagli resesif spondiloepifiziyal displazi tarda (SEDT) cogunlukla 
erkekleri etkileyen cok nadir gérillen bir hastalik olup boy kisaligi, tipik olarak boyu 
asan kulag uzunlugu ve fic! gogiis deformitesi ile karakterizedir. Etkilenen hasta- 
larda, vertebral epifiz merkezi tutulur ve epifiz olusumu gecikir ve zamanla pla- 
tispondili (yassilasmis vertebral cisimler) ortaya cikar. Bunlara ilave olarak, er- 
ken dénemde baslayan osteoartrit ve osteoporoz nedeniyle dejeneratif stirecli ve 
ilerleyici eklem ve sirt agrilari s6z konusu olabilir. Bu hastalarda motor ve bilissel 
fonksiyonlar normal bulunur. X’e bagli resesif SEDT tanisi, halen klinik ve radyo- 
lojik 6zellikler ve soy agaci analizinin bir arada degerlendirilmesine dayanmakta- 
dir. Molekiiler analize ise, 6zellikle siipheli durumlarda, sadece dogrulayici tant igin 
ihtiyag vardir. Bu yazi, X’e bagli resesif SEDT’nin tanisal bulgulari tizerine odakla- 
nan bir olgu sunumudur. 
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Abstract 

X-linked recessive spondyloepiphyseal dysplasia tarda (SEDT) is a very rare dis- 
order that mostly affects males and is characterized by short stature, arm span 
typically exceeding height, and barrel chest deformity. In affected patients, the 
center of the vertebral epiphysis is involved, the formation of the epiphysis is 
delayed, and platyspondyly (flattened vertebral bodies) occurs over time. In addi- 
tion, progressive joint and back pain with degenerative process due to early onset 
of osteoarthritis and osteoporosis may ensue. Motor and cognitive functions are 
normal in such patients. The diagnosis of X-linked recessive SEDT is still based 
on a combination of clinical and radiographic features, and pedigree analysis. 
Molecular analysis is only needed for the confirmatory diagnosis, especially in 
suspected cases. This article is a case report focusing on the diagnostic findings 
of X-linked recessive SEDT. 
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Introduction 

X-linked recessive spondyloepiphyseal dysplasia tarda (SEDT) is 
a very rare hereditary disorder that mostly affects males, and 
is characterized by short stature, arm span typically exceed- 
ing height, and barrel chest deformity [1,2]. At birth, the af- 
fected patients have normal lengths and body proportions [2]. 
In affected patients, the centre of the vertebral epiphysis is in- 
volved, the formation of epiphysis is delayed, and platyspondyly 
(flattened vertebral bodies) and hump-shaped central portions 
of the vertebral bodies, which are the typical diagnostic radio- 
graphic features of X-linked SEDT, occur over time [2,3]. In addi- 
tion, progressive joint and back pain with degenerative process 
due to early onset of osteoarthritis and osteoporosis may ensue 
[4]. Motor and cognitive functions are normal in such patients 
[2]. This article is a case presentation focusing on the diagnos- 
tic findings of X-linked recessive SEDT. 


Case Report 

A 36-year-old male patient was admitted to our outpatient 
clinic with low back pain caused by walking for about two years. 
He had a disproportionately short stature, arm span exceeding 
trunk, and barrel chest. In his physical examination, his height 
and arm span were 137.7 cm and 149.4 cm, respectively. A 
three-generation pedigree analysis revealed an X-linked reces- 
sive pattern of inheritance because his grandfather (his moth- 
er’s father) was affected while his parents and sisters were 
unaffected (Pedigree 1). His cervical, lumbar and dorsal spine X- 


Affected Our Unaffected Unaffected) 
Male Patient Male Female 


Pedigree 1. The patient’s three-generation pedigree analysis 


rays showed lumbar scoliosis and loss of height in the vertebral 
bodies at all levels of the spine (Figures 1,2,3). Spinal magnetic 
resonance imaging (MRI) showed platyspondyly, and irregular 
and narrow inter-vertebral spaces at all levels (Figures 1,2,3). 
Bone density was measured by dual X-ray absorptiometry, and 
osteopenia was determined at the lumbar spine (L2-L4, BMD: 
0.855 gr/cm2; T score: -2.12). His routine laboratory tests were 
found to be in the normal range. In the light of the present find- 
ings, the patient was diagnosed with X-linked recessive SEDT, 
and recommended calcium and vitamin D supplementation, 
swimming, and dorso lumbar corset. 


Figure 1. X-ray of the cervical spine in lateral projection (A), T1 weighted sagittal 
cervical spine MRI (B). 


Figure 2. X-ray of the dorsal spine in lateral projection (A), T1 weighted sagittal 
dorsal spine MRI (B). 


Figure 3. X-ray of the lumbar spine in anterior-posterior projection (A) T1 weight- 
ed sagittal lumbar spine MRI (B). 


Discussion 

Spondyloepiphyseal dysplasia comprises a rare group of skel- 
etal dysplasias, and it is classified into congenita and tarda 
forms according to the age of onset and clinical severity [2,4]. In 
SEDT, autosomal dominant, autosomal recessive, and X-linked 
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recessive patterns of inheritance have been reported [2,3]. The 
diagnosis of X-linked recessive SEDT is still based on a com- 
bination of clinical and radiographical features, and pedigree 
analysis with absence of male to male transmission of the phe- 
notype. Molecular analysis is only needed for the confirmatory 
diagnosis, especially in suspected cases [2]. 

X-linked recessive SEDT is usually diagnosed in early adoles- 
cence, but in this period radiographic findings may be confused 
with other diseases including mild Morquio’s disease, multiple 
epiphyseal dysplasias with vertebral changes, and ado-lescent 
kyphosis [2]. Therefore, the diagnosis may be delayed. Given 
that our patient was 36 years old, had normal laboratory val- 
ues, and an X-linked recessive pedigree, and typical physical and 
radiological manifestations, he was diagnosed with X-linked re- 
cessive SEDT. Thus, the patient was informed about the disease 
and treatment options, and he was not referred to a tertiary 
center for molecular analysis. 

Patients with X-linked recessive SEDT usually present with low 
back pain and short stature [4,5]. In addition, these patients 
are prone to early onset of osteoarthritis and osteoporosis, 
and spine curvature disorders such as scoliosis and/or kyphosis 
[2,4,6]. However, these symptoms and findings may appear in 
the course of several diseases including metabolic, rheumatic, 
and genetic disorders. Therefore, a differential diagnosis should 
be carefully done in all patients with nonspecific symptoms 
without typical characteristic features of X-linked SEDT, which 
are radiographic findings including platyspondyly and hump- 
shaped central portions of the vertebral bodies and pedigree 
analysis showing an X-linked recessive mode of inheritance. 

In conclusion, X-linked recessive SEDT should be kept in mind in 
low back pain patients with short stature to eliminate unneces- 
sary tests and procedures. Knowledge of the typical diagnostic 
features described above is required to yield a quick and defini- 
tive diagnosis. 
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6zet 

Takayasu arteriti (TA) aortu ve ana dallarini tutan kronik vaskillitik stireclerle ka- 
rekterize ve ileri evrelerinde organ iskemisine sebep olabilen otoimmiin bir hasta- 
liktir. Hastaligin son evresinde serebral iskemiye bagli norolojik bulgular gelisebil- 
mektedir. Olgumuzda serebral kan akimini saglayan 4 ana vaskiiler yapidan 3’tinuin 
okliide olmasina ragmen nérolojik bulgular ortaya clkmamis sadece vertigo semp- 
tomu ile hastaneye basvurmustur. Beyin MR incelemede supra-periventrikiller be- 
yaz cevherde iskemik degisikligi diistindtiren multip! patolojik sinyal alanlari goéril- 
di. Serebral MR anjiografi tetkikinde sag internal carotid arter ve her iki vertebral 
arterin okliide oldugu gériildii. Vaskiiler bulgular DSA ile teyyid edildi. Klinik, radyo- 


lojik ve laboratuar bulgulariyla TA tanisi konularak tedaviye baslandi.. 
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Abstract 

Takayasu's Arteritis (TA) is a autoimmune disease charecterised by chronic vas- 
culitis mainly involving the aorta and its main branches and causes organ isch- 
emia especially in advanced stage. Neurological complications may developed in 
advanced stage. The patient is having no prominent clinical sign except vertigo; 
even though, three out of four main vessels are occluded. Multiple hyperintens 
signal intensities suggesting ischemic changes were seen at periventricular white 
matter on brain MR imaging. Right internal carotid artery and both vertebral ar- 
teries were seen as a totally occluded on cerebral MRA and confirmed by digital 
subtraction angiography. The diagnosis of TA was made by clinical, radiologic, 


and laboratory findings, and then, treatment was started. 
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Introduction 

Takayasu’s Arteritis is a chronic inflammatory disease that af- 
fects the aorta and its major branches. And also it is proposed 
that it was a cell mediated autoimmune disease [1]. There is a 
strong female predominance (F/M = 9/1) and it tends to affect 
younger patients (< 50 years of age). The exact spectrum can be 
highly variable dependent on the territory of vascular involve- 
ment. Organ ischemia may be seen in the disease progress. In 
the latest stage of the disease, neurological manifestations re- 
sulting from cerebral ischemia can occur. Neurological features 
are major causes of increasing mortality and morbidity [2]. 

We report a case presented with vertigo as the initial mani- 
festation of TA in spite of having right ICA and both vertebral 
artery occlusion without evidence of neurological findings. 


Case Report 

A 43 year-old female patient presented to our hospital com- 
plaining vertigo. The patient suffered from vertigo for 5 years 
which was triggered by sudden movements. There was no his- 
tory of neurological disease. Physical exam was inconclusive 
and no abnormality was detected on neurologic and ENT exam- 
inations. Endovisual imaging and vestibular function tests such 
as Romberg, Babinski-Weil, and Dix-Hallpike were normal. Audi- 
ologic tests were within normal limits. The blood pressure mea- 
sured from both arms was equal, but pulsatility was decreased. 
Brain MRI showed ischemic changes at the periventricular white 
matter (Figure 1) and cranial magnetic resonance angiography 
(MRA) demonstrated occlusion of the right internal carotid ar- 
teries (ICA) and both vertebral arteries (VA). Vasculary changes 
suggesting TA were confirmed by cerebral digital subtraction 
angiography. Anterior and posterior circulations of brain are 
provided by only left ICA owing to good willis vascular network 
(Figure 2). Anti-nuclear antibodies, anti-double stranded deoxy 
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Figure 1. Basal collateral vessels and atrophic changes on the right side of brain 
stem is seen on T2 W axial image. 
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Figure 2. Selective right common carotid artery injection demonstrates total oc- 
clusion of right internal cerebral artery 


ribonucleic antibodies and anti phospholipid antibodies were 
negative and erythrocyte sedimentation rate, protein C, protein 
S and antithrombin III were within normal limits. Diagnosis of 
TA was made by the American College of Rheumatology crite- 
rias [3]. She was treated with high dose prednisone. Initial dose 
was 60 mg daily for 8 weeks, and then the dose was tapered 
step by step. Currently she is taking 10 mg prednisone every 
day. The patient is followed-up uneventfully. 


Discussion 

TA is a chronic vasculitis that mainly involves the aorta and its 
main branches. The female/male ratio varies from 9:1 in several 
reports [2]. The underlying pathology is segmental and patchy 
granulomatous inflammation leading to stenosis, blockage or 
aneurysm formation [4]. The disease is also called the pulse- 
less disease because of the difficulty in detecting the peripheral 
pulses. Patients can present with systemic manifestations such 
as fever, athralgia and weaight or vascular symptoms such as 
arm cluadication, headache, vertigo and high blood pressure [5- 
7]. TA presenting with vertigo alone has not been reported yet 
in literature. 

The two phases of the disease are classically described as pre 
pulseless phase characterized by nonspecific systemic symp- 
toms, and pulseless phase presents with ischemic changes. 
Anemia is usually seen with raised inflammatory markers. This 
phase gradually resolves with initiation of the chronic phase 
which is characterized by inflammatory and obliterative chang- 
es in the aorta and its branches [4]. 

Radiologic findings have a pivot role in making diagnosis. Vas- 
cular wall thickening, occlusion of major aortic branches, and 
aneurismal dilatations are common radiologic findings corre- 
sponding TA [8]. Pathologically, there is involvement of all three 
vessel layers, resulting in fibrosis and wall thickening, which 
precedes luminal compromise. Thus, CT may play critical role in 
diagnosis before angiographically detectable luminal changes. 
Angiography has been the procedure of choice for the diagnos- 
tic evaluation of TA. Angiography often shows long, smooth, 
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tapered stenoses ranging from mild to severe. Angiography is 
useful in guiding interventional procedures; however, angiog- 
raphy does not depict wall architecture changes as effectively 
as cross-sectional techniques. Therefore, cross-sectional tech- 
niques are the most valuable for diagnosis [9]. Sonography re- 
veals homogeneous circumferential thickening of affected ves- 
sels, vascular occlusions and dilation. CT is useful method for 
early diagnosis because it allows evaluation of wall thickness 
rather than merely the luminal diameter, which is especially im- 
portant because early diagnosis and treatment are associated 
with improved prognosis. The spectrum of findings on CT angi- 
ography includes stenoses; occlusions; aneurysms; and concen- 
tric arterial wall thickening affecting the aorta and its branches. 
MRI advantages include the lack of need for ionizing radiation; 
therefore, MRI is ideal for serial evaluation of patients with TA 
who are undergoing treatment. Furthermore, as with CT, MRI is 
useful for early diagnosis because of its ability to evaluate wall 
thickness rather than just the luminal narrowing [2, 8, 9]. In our 
case, MRI had a pivot role in making diagnosis: MR and MRA 
showed ischemic changes in cerebral white matter and right 
ICA and both vertebral artery occlusion. Arterial wall thickenings 
also strongly suggest TA. The most interesting point of our case 
is having no prominent clinical sign except vertigo despite the 
3 of four occluded cerebral vessels and cerebral perfusion was 
only being supplied by left ICA. 

Corticosteroids can be used for initial treatment. Other medi- 
cal options include methotrexate, cyclophosphamide, and cyclo- 
sporine [1]. Prognosis tends to be variable ranging from rapidly 
progressive disease in some reaching a quiescent stage in oth- 
ers. Glucocorticoids are the mainstay of treatment in the active 
stage of the disease. This is thought to halt the inflammation 
and further stenosis in vessels [9]. We preferred medical treat- 
ment and close follow-up. If left internal cerebral artery goes to 
narrowing, angioplasty or surgical treatment may be indicated, 
because all cerebral blood flow is supplied by left ICA. 

As a conclusion, TA may be presented with various clinical pic- 
tures. As in our case, we should recall vasculitis, especially TA 
in differential diagnosis for cases of vertigo with no etiological 
explanation. 
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Ozet 

Trikoadenom nadir gériilen benign follikiiler bir ttimor olup, genellikle yliz ve kalga- 
da yavas bilyiiyen nodiiler deri lezyonlari seklinde kendini gosterir. Cinsiyet ayirim! 
gostermeden her yasta goriilebilir ve caplari genellikle 1.5 cm asmaz. Mikroskopik 
incelemede, karakteristik olarak dermisde cok sayida keratin ile dolu ¢evresi eo- 
zinofilik skuamé6z epitel ile cevrili kistler g6riiltir. Trikoadenomlarin ayirici tanisin- 
da diger deri eki tmérlerinden desmoplastik trikoepitelyom, seboreik keratoz, tri- 
kofollikiilom ve mikrokistik adeneksiyal karsinom yer almaktadir. Ayrici tanisinda, 
desmoplstik trikoepitelyom, seboreik keratoz, trikofolliktilom ve mikrokistik adnek- 
siyal karsinom yer almaktadir. Klinik olarak bazal hiicreli karsinom, seboreik kera- 
toz ve epidermal kiste benzerlik gésterebilir. Biz burada trikoadenom tanis! konan 


46 yasinda kadinda uylukta lokalize nodiiler bir lezyonu sunuyoruz. 
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Abstract 

Trichoadenoma is a rare benign follicular tumor. Generally, it is present a slowly 
growing nodular skin lesion on the face or buttock. It can appear at any age with- 
out sex predilection and usually does not exceed 1.5 cm in the size. Microscopic 
examination shows characteristic multiple keratin-filled horn cysts in the dermis, 
surrounded by eosinophilic squamous cell. Differantial diagnosis was included des- 
moplastic trichoepithelioma, seborrheic keratosis, trichofolliculoma and microcys- 
tic adnexal carcinoma. Clinically, this lesion can resemble a basal cell carcinoma, 
seborrheic keratosis or an epidermal cyst. Here were report 46-year-old woman 


diagnosed trichoadenoma which it was localized a nodular lesion on the thigh. 
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Giris 

Trikoadenom nadir gériilen benign bir deri eki tiimériidiir. ilk 
defa 1958 yilinda Nikolowski tarafindan tanimlanmistir. Bun- 
dan dolay! patolojide onun ismini alinarak “Nikolowski’nin triko- 
adenomu” olarak isimlendirme yapilmistir. Genellikle yavas bu- 
yuyen nodiler cilt lezyonlari olarak ortaya cikarlar. Siklikla eris- 
kinlerde yiizde ve kalcada yerlesim gosterir. Nadiren boyun, ust 
kol ve uylukta da g6rilebilir. Klinik olarak bazal hiicreli karsinom 
ve epidermal kiste benzer gortinum verebilirler [1-3]. Bizde uy- 
lukta yerlesim gdsteren nadir gérilen bir trikoadenom olgusu- 
nu sunuyoruz. 


Olgu Sunumu 

Kirkalti yasinda kadin hasta yaklasik bes yildir sag uylukta loka- 
lize kasintili nodiler lezyon sikayeti ile Plastik ve Rekonstrtktif 
Cerrahisi poliklinigine basvurdu. Klinik muayenede, deriden ha- 
fif kabarik yiizeyi Ulsere hafif kahverenkli nodiiler lezyon izlen- 
di. Sebase kist 6n tants! ile total eksize edilerek Patoloji labora- 
tuarina gonderildi. Makroskopik olarak Uzeri Ulserasyon géste- 
ren deri ile ortdli 1 cm ¢apindaki doku 6rneginin kesit yuzeyinde 
0.5 cm capinda krem renkli nodiller lezyon gozlendi. Mikrosko- 
pik incelemede, tlsere epidermis altinda, dermisde lenfositler- 
den olusan kronik iltihabi hticre infiltrasyonu iceren fibr6éz stro- 
mada ¢ok sayida oval-yuvarlak sekilde keratin6éz kistler g6zlen- 
di (Resim 1a-1b). Keratin6z kistlerin cevresinde eozinofilik skua- 
m6z epitel hiicreleri ve az sayida kil mevcuttu (Resim 2a). immii- 
nohistokimyasal incelemede ise keratinéz kistleri doéseyen sku- 
amoz epitelde CK’20 fokal (+) (Resim 2b), CK7 (-) ve Ber-EP4 (-) 
sonug vermistir. Bu bulgular ile olguya trikoadenom tanisi ve- 
rildi. Olgunun yaklasik 1 yillik takibinde niks saptanmamistir. 


Tartisma 

Trikoadenomay! ilk defa Nikolowski [1] tarafindan 63 yasinda- 
ki erkek bir hastanin uyluk bélgesinde rapor edilmistir. Histoge- 
nezi tam olarak bilinmemektedir. Trikofollikilom ve trikoepitel- 
yom ile iliskili oldugu sanilmaktadir. Ustelik trikoepitelyom ve 
trikoadenom benzer histolojik goriinuime sahip olup, ikiside im- 
matir kil yapilarindan gelistigine inanilmaktadir. Trikoadenom 
yer alan epidermoid hicreler ile doseli keratin6z kistlerin, pilo- 
sebaseoz yapilarin infundibular bélgesine dogru diferansiye ol- 
masi sonucunda olustugu ileri suiruilmektedir [4]. Shimanovich ve 
ark. [5] tarafindan yapilan bir galismada, 19 trikoadenom ve 21 
desmoplastik trikoepitelyom arasindaki morfolojik benzerlikler 
ve immiinohistokimyasal bulgular karsilastirilmistir. iki tlimorde 
de morfolojik olarak benzer mikroskopik bulgularin oldugu g6z- 
lenmistir. immiinohistokimyasal incelemede, trikoadenomlarda 
tipik olarak Merkel hicrelerini boyayan CK20 pozitifligi gozle- 
nirken, Ber-EP4 ve androjen reseptor ekpresyonu gézlenmemis- 
tir. Trikoepitelyomalarin hepsinde ise Ber-EP4 pozitifligi g6zlen- 
mistir. Androjen reseptorleri trikoepitelyomlarda da negatif so- 
nug vermistir. Calisma sonucunda, trikoadenomun, trikoepitel- 
yomdan farkli bir follikdler tamor oldugunu belirtmislerdir. Kuro- 
kawa ve ark. [6] yaptiklari galismada ise cesitli anti-keratin anti- 
korlar! kullanilarak boyanma 6zelliklerini bildirmislerdir. Bunlar- 
dan 34BB4 (CK1), LHP1(CK10), E3(CK17) pozitiflik b170 (CK19) 
ise negatif boyanma gostermistir. Bu bulgularla trikoadeno- 
mun baslica follikiler infindibuluma dogru ve follikiiler kil cismi- 
nin dis kilifindaki bir cikintidan farklilasma ile olustuguna karar 


Le aw ae a, AE 
Resim 1. Ulsere epidermis altinda keratin6z kistik yapilar (H&Ex40) (A), Keratinoz 
kistik yapilar cevresinde eozinofilik goriintiimde bazilari prolifere skuaméz epitel 


hiicreleri (H&Ex100) (B). 


ok), bir alanda kil cismi (siyah ok) (H&Ex200) (A), CK’20 ile Merkel hticrelerinde po- 
zitif boyanma (CK’20x400) (B). 


vermislerdir. Bizim olgumuzda da yapilan imminohistokimyasal 
incelemede, tumor igindeki kist duvarinda Merkel hicrelerinde 
CK’20 ile pozitif boyanma gozlenmistir. CK7 ve Ber-EP4 monok- 
lonal antikoru ile boyanma gézlenmemistir. 

1977’de Rahbari ve ark. [7] 8 olgu literature ekleyerek, klinik ve 
histopatolojik degisiklikleri hakkinda daha genis bilgiler vermis- 
lerdir. Trikoadenoma genellikle soliter nodiiler lezyon seklinde 
olup, siklikla yuz bolgesinde, daha az siklikla ise kalgada gorultr. 
Yuzeyel telenjektatik damarlara sahip olmasindan dolayi klinik 
olarak bazal hicreli karsinom ile, bazende verruk6z biiylime pa- 
terni nedeni ile seboreik keratoza benzerlik gosterebilirler. 
Histopatolojik olarak trikoadenomlar, kil follikula diferansiasyo- 
nu gosteren bir lezyon olup, trikofollikilom, trikoepitelyom ve 
mikrokistik adneksiyal karsinoma diferansiye olabilirler. Ancak 
bu timorler, trikofollikiilomadan daha az matiir, trikoepitelyom- 
dan ise daha fazla matirasyon gésterir. Trikofollikulomda ge- 
nellikle santralde yerlesimli keratinize stratifiye skuam6z epi- 
tel ile cevrili biiyik kistik yap! gevresinde radial dizilim géste- 
ren ¢ok sayida sekonder ve tersiyer cok sayida keratin ile dolu 
primer follikiler gozlenir ve bu immatir kil follikiillerinin cogun- 
da kil yapilari mevcuttur. Trikoadenomlar, keratin kistleri i¢er- 
mesi nedeni ile seboreik keratoz ve trikoepitelyom ile benzerlik 
goéstermek ile birlikte, bu kistlerin gevresinde bazaloid hucrelerin 
yoklugu ile ayirt edilirler. Ayirica trikoadenomda bu kistik yapi- 
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lar baskin olarak gézlenirken, desmoplastik trikoepitelyomda ise 
bazaloid hiicrelerden olusan solid neoplazmlar olup kistik yapilar 
daha nadir olarak goriiliir. Duktal yapilarin yoklugu ise mikrokis- 
tik adneksiyal karsinomdan ayirici tanisinda yardimcidir [7-12]. 
Olgumuzda da keratin6z kistlerin gevresinde bazaloid hicrele- 
rin olmamasi ile trikoepitelyomdan, keratinéz kistlerin dermis- 
de yerlesmesi nedeniyle seboreik keratozdan ayirici tanisi yapil- 
mistir. Duktal yapilar, infiltratif buyiime paterni ve norotropiz- 
min olmamasi nedeniyle de mikrokistik adneksiyal karsinom dis- 
lanmistir. Trikofollikilomdan ise merkezde yerlesimli buytk kis- 
tik yap! etrafinda radial dizilim goésteren kistik yapilarin olma- 
mast ve kil cisminin bir-iki follikulde gorulmesi nedeni ile dusti- 
nulmemekle birlikte her iki ttimorde de yine ortak histopatolojik 
bulgularin olabilecegi akilda tutulmalidir. 

Sonug olarak, trikoadenomlar nadir goérilen follikiiler diferansi- 
asyon godsteren benign tiimorler olup, klinik olarak bazal hiicre- 
li karsinom benzerligi nedeni ile nodiiler lezyonlarin ayirici tani- 
sinda diisunilmesi gerekir. Patolojik olarak diger follikiiler dife- 
ransiasyon gosteren tiimorlerden 6zellikle desmoplastik trikoe- 
pitelyomdan ayirici tanisinda morfolojik bulgular esas olmak ile 
birlikte, CK’20 ve Ber-EP4 imminohistokimyasal markirlarininin 
ekpresyonuna bakilmas! dogru taninin konmasinda yardimcidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Bu yazida, primer travmatik inferior omuz ¢ikigini takiben olusan aksiller arter ya- 
ralanmasi olgusu sunulmaktadir. Ekstremiteyi tehdit eden bu yaralanmanin klinik 
muayene esnasindaki patognomonik triad temelinde olusan bulgularla saptan- 
masina yonelik siipheyi artirmak ve bunu izleyen tedavi ve sonuclarla ilgili giincel 
diistinceyi pekistirmek amaglandl. Bildigimiz kadartyla, ingilizce literattirde gen¢ 
erkek bir hastada primer travmatik inferior omuz ¢ikiginda vaskiiler yaralanma- 


yl tarif eden tek yayindir. 


Anahtar Kelimeler 
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Abstract 

In this paper, we described a case of axillary artery injury following a primary 
traumatic inferior shoulder dislocation. It is aimed at raising the index of aware- 
ness for identifying this limb threatening injury based on its pathognomonic triad 
of findings during clinical examination, and to consolidate current thinking on its 
subsequent management and outcome. To our knowledge, this is the only report 
in the English literature describing vascular injury in primary traumatic inferior 


shoulder dislocation in a young man. 
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Introduction 

Injuries to the axillary artery are a relatively rare occurrence, 
representing 15-20% of arterial injuries to the upper limb [1]. 
Ninety-four percent of such injuries are due to penetrating 
trauma, with only 6% being caused by blunt trauma. Fracture- 
dislocation of the glenohumeral joint accounts for the majority 
of blunt injuries [2], and less than 1% demonstrate dislocations 
without an associated fracture [1]. 

Inferior dislocations of the shoulder (luxatio erecta) are rare oc- 
currences, accounting for an estimated 0.5% of shoulder dislo- 
cations [3]. Such dislocations occur when the shoulder is forced 
into hyperabduction while the proximal humerus is levered over 
the acromion process [4]. It may also result from direct axial 
loading on a fully abducted arm. During physical examination, 
the affected side is held above the head while the shoulder is 
abducted and rotated externally. Any attempt to passively ad- 
duct the shoulder will cause severe pain. It is estimated that 
60% of these patients have some form of neurological deficit of 
the upper limb prior to reduction, usually deltoid “badge patch” 
numbness; however, any such deficit usually resolves following 
reduction. It is essential to look for clinical evidence of brachial 
plexus injury in patients with inferior dislocation of shoulder, as 
it these injuries that engender the resultant morbidity rather 
than the dislocation itself. 

This paper describes a case of axillary artery injury following a 
primary traumatic inferior shoulder dislocation. It is aimed at 
raising the index of suspicion for identifying this limb threaten- 
ing injury based on its pathognomonic triad of findings during 
clinical examination, and to consolidate current thinking on its 
the subsequent management and outcome. To our knowledge, 
this is the only report in the English literature describing vas- 
cular injury in primary traumatic inferior shoulder dislocation in 
a young man. 


Case Report 

A 35-year-old man presented to our center 3 days after a left 
shoulder dislocation caused from falling onto an outstretched 
left arm, complaining of pain in his left shoulder. The dislocation 
had been reduced in another center. The patient had not suf- 
fered any previous shoulder-related problems in his left shoul- 
der. His previous x-rays showed inferior shoulder dislocation 
(Figure |), and newly performed X-rays confirmed the dislocated 
shoulder to be reduced with an associated tuberculum majus 
fracture (Figure Il). Physical examination revealed tenderness 
and swelling over the left shoulder, with a marked limitation of 
motion. The patient had preserved motor function in the hand, 
with loss of sensation to fine touch. The remaining part of the 
patient’s physical examination was normal. Radial and ulnar 
pulses were absent. Dysesthesias, coolness and cyanosis were 
present on the 3rd and 4th fingers of the left side (Figure Ill). 
It was difficult to perform a through and accurate neurological 
examination on the patient due to severe pain. 

The patient was referred for magnetic resonance angiogra- 
phy. The angiography revealed disruption of the third portion 
of the axillary artery beyond the pectoralis minor (Figure IV). 
The patient was then taken for vascular surgery. Exploration of 
the axillary artery was performed through an infraclavicular ap- 
proach by separating the pectoralis minor muscle. Exploration 


Figure |. A 35-year-old man presented to our center 3 days after a left shoulder 
dislocation caused by falling onto an outstretched left arm, complaining of pain in 
his left shoulder. His previous x-rays showed inferior shoulder dislocation. 


Figure Il. His newly performed X-rays confirmed the dislocated shoulder to be 
reduced with an associated tuberculum majus fracture. 


Figure Ill. Clinical examination revealed dysesthesias, coolness and cyanosis on 
3rd and 4th fingers on the left side. 
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revealed complete transection of the axillary artery distal to the 
subscapular branches, with thrombi in the divided ends. Follow- 
ing systemic and local heparinization, reconstruction was per- 
formed with a synthetic graft (Figure V). Restoration of blood 
flow was confirmed with the appearance of palpable radial and 
ulnar pulses, and an intraoperative arteriogram demonstrated 
intact anastomoses and patent distal vasculature. Exploration 
of the brachial plexus revealed no macroscopic disruption. Tu- 
berculum majus fixation was also performed during the same 
surgery. Post-operative neurological examination revealed no 
abnormalities. 

The left arm was immobilized in a sling for 3 weeks, and both 
active and passive range of motion exercises were prescribed 
for the patient. Follow-up at 12 months revealed good shoulder 
function, with normal neurovascular examination showing du- 
plex evidence of patent vascular synthetic graft. 


Figure IV. Magnetic resonance angiography revealed disruption of the third part 
of the axillary artery beyond pectoralis minor muscle. 


Figure V. The reconstruction was performed with a synthetic graft. 


Discussion 

It is essential to look for clinical evidence of brachial plexus 
and axillary artery injuries in patients with inferior dislocation 
of shoulder, as it is these injuries that engender the resultant 
morbidity rather than the dislocation itself. 


Shoulder dislocations are rarely associated with vascular com- 
plications, but the axillary artery or its branches may also be- 
come damaged [5], often at the outer boundary of the first rib. 
The axillary artery nominally ends at the lower border of the 
teres major muscle, where it becomes the brachial artery. The 
pectoralis minor crosses the vessel and divides it into three 
parts, the first part being proximal, the second posterior, and 
the third distal to the muscle. The first part is enclosed together 
within the axillary vein and the brachial plexus in a fibrous axil- 
lary sheath, continuous with the prevertebral layer of the deep 
cervical fascia. This close association renders the brachial plex- 
us vulnerable in axillary vascular injuries. 

Recognized predisposing factors are recurrent dislocation and 
age [6]. Over 90% of reported cases of vascular injury following 
shoulder dislocation occur in patients over the age of 50 [7]. 
An older individual is more likely to experience a fall. However, 
several authors have described pre-existing atherosclerotic 
changes in the axillary artery, suggesting that an inelastic ath- 
erosclerotic vessel may be more predisposed to damage during 
shoulder dislocation [8]. Our report describes that this type of 
injury can possibly occur in younger patients as well. 

Several theories have been proposed to explain the propensity 
for arterial injury in the third portion. Milton [9] suggested that 
the artery is fixed in that location by the anterior and poste- 
rior circumflex arteries, as well as by the subscapular artery. 
The artery is then exposed to direct injury by the hyperabducted 
humeral head. Brown and Navigato [10] and Gibson [11] specu- 
lated that the margin of the pectoralis minor acts as a fulcrum 
against which the humeral head bends the axillary artery. In 
most of the patients, there is a history of previous dislocation, 
suggesting that the initial injury may cause the artery to be- 
come fixed by inflammatory tissue within the torn shoulder joint 
capsule. This renders it more susceptible to injury with subse- 
quent dislocations [12]. In the current case, the patient had no 
history of previous dislocation. 

Brachial plexus injury is associated with as many as 60% of 
cases of subclavian and axillary arterial injury, and is the most 
important determinant of long-term disability. Patients with ax- 
illary artery injury following blunt trauma are significantly more 
likely to have associated complete brachial plexus injury than 
patients presenting with penetrating trauma. This clearly ex- 
plains the need for routine exploration of the plexus at the time 
of vascular repair. In our case, brachial plexus exploration during 
the vascular surgery revealed no abnormalities. 

Although end-to-end reconstruction has been used in the major- 
ity of cases reported in the literature [8], we felt that using this 
approach would have required sacrificing the potentially impor- 
tant collaterals. Therefore, we chose a synthetic graft as our 
method of reconstruction. In the event that the reconstruction 
failed, there would be less chance for critical ischemia within 
the arm. 

This case report presents a very rare but now classical presen- 
tation of axillary artery rupture in its third segment following an 
inferior dislocation of the shoulder joint. It is a unique case since 
it was an inferior type first dislocation occurring in a person of 
younger age. 
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Ozet 

Tiroid tiiberkiilozu cok nadir goriilen ve tanisi zor konulabilen bir hastaliktir. Bu 
makalede 61 yasinda boyunda ele gelen kitle disinda sikayeti olmayan tiroid tii- 
berkillozlu hastay! sunmay! amacladik. Ultrasonografide biiytimiss tiroid loblari ve 
¢ok sayida noduler lezyon, sintigrafide sol tiroid lobunda soguk nodiilii mevcuttu. 
ince igne aspirasyon biyopsisi sonrasi yapilan histopatolojik incelemeyle taniya 
ulasilamadi. Tumér suphesi ile bilateral total tiroidektomi yapildi. Histopatolojik 


tiroid tiberktilozu tanisi konuldu ve antitiiberktloz tedavi baslandi. 


Anahtar Kelimeler 
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Abstract 

Tuberculosis of thyroid is a very rare disease and hard to diagnose. In this article, 
we aimed to present a 61 year old patient with thyroid tuberculosis who did not 
have a palpable mass in the neck. There were enlarged thyroid lobes and mul- 
tiple nodular lesions in ultrasonography and cold nodules in the left lobe of the 
thyroid in scintigraphy. Exact diagnose couldn't be reached by histopathological 
examination of the fine needle aspiration biopsy. Total thyroidectomy was per- 
formed because of the doubt from malignancy. Histopathological examination 
of the specimen was diagnosed as tuberculosis of thyroid and antituberculosis 
therapy was started. 
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Introduction 

Thyroid gland infections are rare due to it’s high resistance to 
infection. The incidence of thyroid gland tuberculosis is approxi- 
mately 0.1 % - 0.4 % [1-3]. The clinicians rarely take thyroid 
tuberculosis into consideration in the different disease of goi- 
ter or midline neck swelling and thyroid tuberculosis can mimic 
carcinoma [4,5]. The diagnosis of thyroid tuberculosis is diffi- 
cult.There were not any specific symptoms to show the clinical 
feature of tuberculosis [6-8]. Clinical and radiological features 
of thyroid tuberculosis are nonspecific and histological exami- 
nation is required [9]. In this report, we present a 61 years old 
woman with primary tuberculosis of thyroid gland. 


Case Report 

A 61 year-old woman presented with a 4 months history of 
palpable neck mass. There were no symptoms of stridor, dys- 
phagia or hoarseness. There was no past or family history of 
tuberculosis or thyroid disease. On physical examination, a pal- 
pable mass, 2 cm in diameter, in the left lobe and an-other 
palpable mass, 1 cm diameter, in the right lobe of the thyroid 
gland were detected. There were several lymph nodes around 
the right internal jugular vein that was about 3x2x3 cm. All vital 
signs, as well as results of blood and urine analysis and chest 
X-ray were normal. Total leucocyte count were 5.700/mm3, 
hematocrit 37%, hemoglobin 11.8 g, platelets 287000/mm3, 
with normal ranges. Erythrocyte sedimentation rate (ESR) was 
20 mm/hour and C reactive protein (CRP) level was 1.32mg/dl. 
TSH: 0.003 plU/mL, free T3: 3.76 pg/ml, free T4: 1.55 ng/dl.) 
Ultrasonography showed bilateral enlarged thyroid lobes with 
bilateral multiple isoechoic and heterogeneous solid nodules. 
Thyroid scintigraphy showed “cold nodule.” at the lower pole of 
left lobe. There was no abnormality in the lung parenchyma and 
mediastinum in thoracic computed tomography (CT). Spiral CT 
of neck showed 25 mm. lymphadenopathy with central necrosis 
at the right jugular chain and 10 mm. lymphadenopathy at the 
left jugular chain. The left lobe was larger than right lobe and 
extending to the mediastinum, and compressing the trachea. 
Positron Emission Tomography (PET-CT) showed hypermeta- 
bolic lymph nodes (the largest was 3.5 x 3 cm), observed the 
surrounding internal jugular lymph node chain (Fig.1-2). An ul- 
trasound guided fine needle aspiration (FNA) of the right inter- 
nal jugular lymph node was insufficient for cytologic diagnosis. 
Thyroid FNAC was non-diagnostic. Ziehl Nielsen staining was 
negative for Acid Fast Bacilli (AFB). Based on the physical ex- 
amination and ultrasonography, the patient underwent surgery. 
Intraoperatively, we noticed that the lesion was purulent, hard, 
irregular and adherent to the cricoid cartilage. There were some 
regional lymph nodes. it was suspected as a malignant lesion. 
Bilateral total thyroidectomy was performed. Histopathological 
examination of the tissue, which measured in greatest diam- 
eter 5x3.5x1.5 cm for right lobe and 3x3x1.5 cm for left lobe, 
revealed granulomatous necrosis with the diagnosis of tuber- 
culosis. 


Discussion 

Tuberculosis may affect the thyroid gland via haematogenous 
and lymphogenous route or by direct invasion from nearby or- 
gans [10]. Focal caseous tuberculosis is the usual result of thy- 


roid involvement, presenting as localized swelling, cold abscess 
or thyroid nodule [10, 11, 12]. 

Patients with thyroid tuberculosis are usually asymptomatic 
[13]. Common symptoms are fatigue, fever, night sweating and 
weight loss. The pressure symptoms, like dysphagia, dyspnea 
and dysphonia may be present [2,14,15,16]. Thyroid tuberculo- 
sis can also mimic thyroiditis and cancer. 

The diagnosis of (TT) is difficult preoperatively. In laboratory, 
A high ESR and CRP values may be present [17]. The defini- 
tive diag-nosis of thyroid tuberculosis is usually based on 
fine nee-dle aspiration biopsy and the histopathological 
exami-nation of surgically removed thyroid tissue [14,19]. 
When suspected from thyroid tuberculosis, Zeil-Nielson stain- 
ing for acid fast bacilli, fine needle aspiration bi-opsy and en- 
zyme amplification (polymerase chain reac-tion) from the as- 
pirated material are useful tools for diagnosis [3]. Fine needle 
aspiration biopsy is a simple, rapid and cheap useful diagnostic 
technique. The diagnosis rate of the thyroid tuber-culosis by 
fine needle aspiration biopsy is 0.6%-1.15% among the thyroid 
lesions in endemic regions. In our case, FNAC was non diag- 
nostic. Demonstration of acid fast bacilli within thyroid tissue, 
a necrotic or abscessed gland and dem-onstration of tubercu- 
lous foci outside are the criteri-ons for diagnosis [8]. Multiple 
coalesced and caseated epithelioid cell granulomas along with 
Langhans giant cells and pe-ripheral lymphocytic infiltration are 
also considered the di-agnosis of thyroid tuberculosis [8,20]. 
Intraoperatively, we noticed that the lesion was hard, irregular 
and adher-ent to the cricoid cartilages and with the suspicious 
for malignancy, bilateral thyroidectomy was performed. Histo- 
pathological examination of the tissue revealed granulomatosis 
necrosis, including caseification, which consisted epitheloid his- 
tiocytes, lymphocytes, fibro-blasts and langhans cells, confirm- 
ing the diagnosis of tuberculosis. 

Ultrasonographic and CT findings can help in this matter as 
well: heterogeneous hypoechoic mass is seen on ultrasonogram 
and peripheral-enhancing low-density abscess with regional 
lymphadenopathy is demonstrated on CT scan (21). Another 
case of thyroid tuberculosis showed multifocal, heterogeneous, 
hypoechoic lesions with ill-defined margins in both lobes of the 
thyroid and several small, oval lymph nodes in the left lower in- 
ternal jugular chain (22). Recent study has been done which has 
described the Magnetic Resonance Imaging features of thyroid 
tuberculosis [23]. The normal thyroid gland is homogenously 
hyperintense relative to the neck muscles on both T1 and T2 
weighted images. The tuberculous thyroid shows intermediate 
signal intensity due to the presence of densely cellular inflam- 
matory granulation tissue, with tuberculous granulomas with 
or without minimal necrosis [23]. In our case, ultrasonography 
showed bilateral enlarged thyroid lobes with bilateral multiple 
isoechoic, heterogeneous solid nodules). CT of neck showed 25 
mm. lymphadenopathy with central necrosis at the right jugular 
chain and 10 mm. lymphadenopathy at the left jugular chain. 
In conclusion diagnosis of TT is difficult. Symptoms of the 
disease may vary and not specific. Fine needle aspiration bi- 
opsy and its histopathological examination is the most impor- 
tant diagnostic tool which is simple, rapid, cheap and useful. 
Surgical and antituberculous therapies are recommended for 
treat-ment of thyroid tuberculosis. 
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Figure 1. Positron Emission Tomography (PET-CT) showed hypermetabolic lymph 
nodes 


Figure 2. Positron Emission Tomography (PET-CT) coronal plane, hypermetabolic 
lymph nodes 
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A Rare Patology at the Kidney: Lymphangiomatosis 


Bobrekte Nadir Gorilen Bir Patoloji: Lenfanjiyomatozis 


Lenfanjiyomatozis / Lymphangiomatosis 
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Ozet 

Renal lenfanjiyomatozis intrarenal veya perirenal lenfatiklerde malformasyonla 
karakterize kistik kitle g6riinimiti veren, nadir gortilen bir hastaliktir. Bening kistik 
lenfanjiyom veya renal lenfanjiektazi olarak da bilinmektedir. Bobregin kistik has- 
taliklar! olmak tizere hidronefroz, apse ve lipomatozis gibi patolojiler ayirici tanida 
gz 6niinde bulundurulmasi gerekmektedir. Hastalar genelde karin agrisi, yan ag- 
risi, hematiri, proteintiri veya hipertansiyon etyolojisi arastirilirken insidental ola- 
rak saptanmaktadir. Bilgisayarli Tomografi ve Manyetik Rezonans gériintiileme- 
de tipik goriinimi bulunmaktadir. Biz de klinigimize yan agrisi sikayeti ile basvu- 
ran, renal lenfanjiyomatozis tanisi konulan bir vakayl literatiir esliginde tartisma- 


yl amagladik. 
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Abstract 

Renal lymphangiomatosis also known as benign cyctic lymphangiom or renal lym- 
phangiectasia is a rare developmental malformation resulting in the development 
of cystic masses in the peri-pelvic or peri-renal areas. A renal cystic diseases, 
hydronephrosis, abscess and lipomatosis should be considered in the differential 
diagnosis of renal lymphangiomatosis. It is usually detected incidentally while 
searching the etiology of abdominal pain, flank pain, hematuria, proteinuria or 
hypertension. A CT scan and MRI images are pathognomonic of the disease. The 
aim of this study was to discuss a case of renal lymhangiomatosis presenting 


flank pain with the relevant the literature. 
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Giris 

Renal lenfanjiyomatozis intrarenal veya perirenal lenfatiklerde 
malformasyonla karakterize nadir gériilen bir hastalik olup be- 
ning kistik lenfanjiyom veya renal lenfanjiektazi olarak da bi- 
linmektedir [1,2]. Lenfatik damarlardaki dilatasyona bagli pe- 
rirenal ve peripelvik kistik yapilarla kendisini gostermesi nede- 
ni ile gogunlukla bobregin kistik hastaliklar! olmak Uzere hidro- 
nefroz ve lipomatozis gibi patolojilerle ayirici tanida g6z 6niin- 
de bulundurulmasi gerekmektedir [3,4]. Hastalar insidental sap- 
tanabilecegi gibi yan agrisi, hematiiri, proteintiri veya hipertan- 
siyon etyolojisi arastirilirken de saptanabilmektedir [I]. Ultraso- 
nografi (USG), Bilgisayarl1 Tomografi (BT) ve Manyetik Rezo- 
nans (MR) goriintiilemede altin rol oynayip tipik gorniimii bu- 
lunmaktadir [5]. 

Renal lenfanjiyomatozis bildirimi literattirde olduk¢a nadir olup 
tirkge literatiirde ise tek olgu serisinin oldugu gortilmektedir. 
Biz de bu ¢alismada klinigimize yan agrisi sikayeti ile basvurup 
renal lenfanjiyomatozis tanisi konulan bir vakay! literatiir esli- 
ginde sunmay! amacladik. 


Olgu Sunumu 

Elli bir yasinda bayan hasta klinigimize bilateral yan agrisi si- 
kayeti ile basvurmus olup, bizim klinigimizden 6nce basvurdu- 
gu saglik kurulusunda yapilan USG goriintiilemede sol bobrekte 
grade 3 sag bobrekte grade 2 hidronefroz saptandigi lst saglik 
kurulusuna yonlendirilmesi Gzerine klinigimize basvurdugu 68- 
renildi. Hastanin yapilan rutin biyokimyasal ve hematolojik tet- 
kikler, tam idrar tetkiki ve diz Uriner sistem grafisinde pato- 
loji saptanmamis olup ileri goriintiileme olan intravenéz pye- 
lografide (IVP) (Resim 1) bébrek nefrogram ve pyelograminda 
bébrek fonksiyonlarinin normal oldugu ve hidronefroz gézlen- 
memesi Uzerine degerlendirilen tim abdomen BT de (Resim 2) 
peripelvik septall parankime basi yapmayan kistik yapilar sap- 
tanmasi Uzerine hastaya renal lenfanjiyomatozis tanis! konul- 
du. Hastanin semptomlari siddetli olmamas! ve muidehale endi- 
kasyonu olmamasi nedeni ile hasta bilgilendirilerek dtizenli ta- 
kip protokoluna alindi. 


Tartisma 

Renal lenfanjiyomatozis lenfatik sistemdeki malformasyona 
bagli olarak lenfatik damarlarin dilatasyonu ile kendisi goste- 
ren nadir bir hastaliktir. DoSumsal ve benign karakterde oldugu 
bilinmekte olup gogunlukla sporadik olmasina ragmen herediter 
vakalar da bildirilmistir [3,6]. Literati tarandiginda sinirli sayi- 
da olgu oldugu ve tirkce literatiirde ise sadece 5 olguluk bir se- 
rinin oldugu saptanmistir [7]. 

Lenfanjiyomatozis %70 boyun ve kafa bélgesinde, %20 aksil- 
ler bolgede ve %5 diger alanlarda gorulebilecegi bildirilmistir 
[8]. Retroperitoneal lenfanjiyomatozis ise literatiirde 185 vaka 
bildirilmis olup tim vakalarin %1’ini olusturmaktadir [9]. Cogu 
hastalik konjenital malformasyona bagli olup nadir vakalarda 
abdominal travma ve filariozise bagli gelistigi de bilinmektedir. 
Literatiire bakildiginda gebelikteki glomeriler filtrasyonun arti- 
si ile bu patolojinin ortaya cikabilecegi ve dogum sonrasi nor- 
mal fizyolojiye déniis ile spontan dizelebilecegi de belirtilmis- 
tir [3]. Bu patoloji bizim vakamizda da oldugu gibi genellikle bi- 
lateral gorlilmekle beraber unilateral veya fokal alanlar halinde 
de goriilebilmektedir. 


Resim 1. Postkontrast 15. dak IVP gértintiistinde her iki bobregin es zamanli pyelo- 
gram fazina girdigi ve pelvikalisyel yapilarin normal oldugu izlenmektedir. 


Resim 2. Aksiyel kontrastli abdomen BT tetkikinde her iki bébrekte parapelvik 
yerlesimli ince cidarli multipl kistik lezyonlar goriilmektedir. 


Hastalar baska kliniklerde takip esnasinda yapilan radyolo- 
jik degerlendirme sonras! saptanma oran! daha fazla olmakla 
birlikte yan agrisi, hematiri ve proteiniri etyoloji arastirilirken 
uroloji kliniklerinde de saptanabilmektedir. Fizik muayenede ge- 
nelllikle normal olmakla birlikte palpabl kitle de saptanabilmek- 
tedir. Bu hastalarda bizim olgumuzda da oldugu gibi rutin biyo- 
kimyasal ve hematolojik tetkikler normal olup bazen proteiniri 
ve hematiiri saptanabilir. 

Komplikasyon olarak renal ven trombozu, kalp yetmezligi, renal 
hipertansiyon ve obstruktif Uropatilere yol agabilecegi literatur- 
de gortilmektedir [10]. Bizim vakamizda herhangi bir komplikas- 
yon olmadigi gortildti. 

Bilgisayarl! Tomografi ve MR da patognomonik gortintti verme- 
si ile tanimlanabilmektedir. Bilgisayarli tomografide perirenal 
veya peripelvik sivi dansitesinde septal! veya septasiz paranki- 
me basi yapmayan gortintimii tipiktir [8]. MR da ise gorintim T1 
sekanslarda hipointens T2 sekanslarda hiperintens gériintim ti- 
piktir [11]. 

Ayirict tanida hidronefroz, bébregin kistik hastaliklari, apse, 
bobrek hicreli kanserler ve bobrek lenfomasi ile karismakla be- 
raber bu tir patolojilerde bobrek parankim hasari olmasi ayiri- 
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ci tanida 6nemli yer tutmaktadir. Lenfanjiyomatoziste kistik ya- 
pilarin etrafinin vaskiler yapilar ile kapli olmasi diger ayirici ta- 
nida kullanilan 6zelliklerdir. Bizim hastamizda da yapilan Uriner 
USG de sag boébrekte grade 2 sol bobrekte grade 3 hidronefroz 
olarak raporlandig! saptanmisti. ileri gériinttileme olarak yapi- 
lan IVP de Uriner patoloji gézlenmemesi Uzerine BT de peripel- 
vik septali, sivi dansitede renal lenfanjiyomatozis oldugu sap- 
tanmistir. 

Tedavi asamasinda hastalik selim olmasi nedeni ile diizenli ara- 
liklarla takip edilerek degerlendirilmelidir. Literatiire baktigimiz- 
da semptomatik vakalarda definitif tedavi olarak perkiitan dre- 
naj ve skleroterapi de yapildigi bildirilmistir. Gebe hastalarda da 
perkiitan drenaj tedavide kullanilabilmektedir [4]. Malign deje- 
nerarasyon bildirilmemektedir. Sadece bir hastaya kronik mye- 
lodi l6semi oldugu saptanmakla beraber koinsidental veya has- 
taliga bagli oldugu agiklanamamistir [12]. Bizim vakamizda bil- 
gilendirilerek diizenli takibe alinmistir. 

Sonug olarak drolojik gériintiilemede en sik kulanilan non invaziv 
goériintileme teknigi olan USG yine Uroloji pratiginde sik goru- 
len bébregin kistik hastaliklari ile ayiric! tanisinda dikkat edilme- 
si gerektigi ayiric! tanida mutlaka lenfanjiomatozis g6z oniinde 
bulundurulmasi gerektigini diisintyoruz. 
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Ozet Abstract 


Brauer-Fischer-Buschke Sendromu (Punktat Palmoplantar Keratoderma) nadir gd-  Brauer-Fischer-Buschke Syndrome (Punctate Palmoplantar Keratoderma) is a 


rilen, genetik gecisli bir deri hastaligidir. Unilateral lineer tutulum ise ¢ok nadirdir Far eliees Red Be rece iim disonde) Uallete ral near pics nbadoaisa vey lake 


= me weer entity of punctate keratodermas and the exact incidence is currently unknown. 

ve halen sikligi tam olarak bilinmemektedir. Biz burada el ve ayaklarinda sarimt- 
We report herein a 21-year-old male patient presenting with painful yellowish 

rak renkte lineer, punktat, hiperkeratotik agrili lezyonlari bulunan 21 yasindaki bir 

punctate hyperkeratotic linear lesions on his right palm and sole. To the best of 


erkek hasta sunuyoruz. Bildigimiz kadartyla literatiirde bildirilen Ugiincti olgudur. : F a 5 
our knowledge our case is the third one reported in the literature. 
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Introduction 

Punctate palmoplantar keratoderma (PPK) is a rare genoder- 
matosis characterized by hyperkeratinization. Although, the ex- 
act etiology is unknown, some environmental and genetic fac- 
tors have been implicated as possible etiologic factors [1]. The 
Prevalence is estimated to be around 1,17/100.000 [2,3]. Pa- 
tients usually present with asymptomatic, multiple punctate, ir- 
regularly distributed, hyperkeratotic and verrucous lesions with 
sizes varying between 2-8mm in diameter occurring on both the 
palms and soles. 


Case Report 

A 21-year-old male patient presented to our outpatient clinic 
with complaints of multiple, painful, firm, yellowish to brown 
lesions on his right palm and sole. The patient claimed that 
his complaints started nearly 16 years ago over several areas 
of his palm and sole, and spread throughout the whole palm 
and sole within the succeeding years. Family history for similar 
complaints was negative and the patient neither had any his- 
tory of food allergy, weight loss, and systemic disease nor did 
he have a regular drug usage history. He also did not have any 
similar lesions on the rest of his body. Routine blood samples, 
right hand, right foot and chest radiographies, electrocardiog- 
raphy and abdominal ultrasonography investigation were insig- 
nificant. 

On dermatologic examination multiple, punctate and plaque-like 
lesions, bigger in size at pressure sites, were observed (Figure 
1, zoomed-in view). While linear and punctate yellowish-brown 
hyperkeratotic lesions sized between 2 to 9 mm in diameter, 
plaques were 1 to 4 cm in diameter (Figure 1). The left palmo- 
plantar region was lesion-free (Figure 2). The patient claimed 
that he sustained pain on performing activities such as walking 


Figure 1. The zoomed-in view shows linear and punctate yellowish-brown hyper- 
keratotic lesions 


Figure 2. Note the lesion-free left palmoplantar 
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Figure 3. Significant orthokeratotic hyperkeratosis and acanthosis with an intact 
dermis (HEx40) 

or holding something. A 4-mm punch biopsy specimen revealed 
significant orthokeratotic hyperkeratosis and acanthosis with 
an intact dermis on histopathology (Figure 3). Given the clini- 
cal symptoms and histopathological findings the patient was 
diagnosed as “unilateral punctate palmoplantar keratoderma’. 


Discussion 

Palmoplantar keratodermas (PPKs), as the name implies, con- 
stitutes a group of diseases characterised by hyperkeratosis of 
the palms and soles. PPK is classified into acquired and heredi- 
tary forms. The hereditary form is further sub-classified into 
diffuse, focal and punctate types, according to the epidermal 
involvement and clinical pattern. While the diffuse type affects 
the palmoplantar surface uniformly, the focal type involves hy- 
perkeratosis mainly on areas exposed to pressure and recurrent 
friction. Punctate PPK differs from these entities by multiple 
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small, hyperkeratotic papules, spicules or nodules partially or 
completely involving the palm and the sole [1]. Linear presen- 
tation is rare and unilateral linear presentation is even more 
uncommon. We were able to find only two other similar cases 
reported in the literature [2,4]. 

The exact incidence of punctate PPK is not known. It is more 
common among males (64,6%) and while almost half of the pa- 
tients develop punctate PPK in their first decade of age, the in- 
cidence is higher between 11-20 ages (32,9 %)[5]. Although the 
exact etiology is currently unknown, genetic and environmental 
factors are believed to influence the course of the disease. The 
chromosome 15q22-q24 locus has previously been linked to 
punctate PPK [6]. 

The differential diagnosis of punctate PPK should include cal- 
luses, corns, linear punctate porokeratosis, porokeratotic ec- 
crine ostial and dermal duct nevus (PEODDN), arsenical kera- 
tosis, secondary syphilis, AIDS associated keratoderma and 
striate PPK [2]. Treatment approaches focus on relieving the 
hyperkeratosis related discomfort. Although several topical al- 
ternatives such as keratolytics, salicylic acid and retinoids are 
being widely used they haven't proved to be efficient [1,7]. Stud- 
ies on the use of systemic etretinate at 0.5-1.0 mg/kg dosage, 
on the contrary, reported better outcome results [8]. Because 
our patient refused to receive systemic acitretine due to its side 
effects; we used topical keratolytics for almost six weeks. Al- 
though hyperkeratosis partially resolved and a subjective pain 
relief was achieved with topical treatment, recurrence was ob- 
served shortly after the cessation of treatment. 

To the best of our knowledge this case is the third one reported 
in the literature [2]. Our case is unique in that, it was subject of 
a disturbing pain (rated with visual analog scale). Moreover, the 
Dermatology Life Quality Index revealed a considerable impact 
of the disease on the life quality of the patient, which we believe 
is another important factor that should be taken into consider- 
ation when caring for these patients. 
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Ozet 

Gut, piirin metabolizmasi sonucunda olusan ve ataklar halinde kendini gésteren 
metabolik bir hastaliktir. Tedavide genellikle kolsisin kullanilir. Travma, alkol kulla- 
nimi, soguga maruziyet, proteinden zengin diyet, cerrahi uygulamalar, diiiretik te- 
davisi, radyoterapi ve diisiik doz salisilat tedavisi gut atagini tetikleyebilir. 80 ya- 
sinda, sol ayak parmak afrisi ile acil servise basvuran erkek hastada, uzun siire 
kullanilan diistik doz salisilat tedavisinin gut atagina neden oldugu diistiniildui. Acil 
servise gut atagi ile basvuran yasli hastalarda salisilat kullanimina 6zellikle dikkat 


edilmeli, gerekirse ilag tedavisi yeniden diizenlenmelidir. 
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Abstract 

Gout is a metabolic disorder characterized by episodes which occurs as a result 
of purine metabolism. Colchicine treatment is generally used. Trauma, alcohol 
use, exposure to cold, protein-rich diet, surgical procedures, diuretic therapy, ra- 
diotherapy and low-dose salicylate therapy may trigger an episode of gout. Long 
time low-dose salicylate therapy was thought to caused an attack of gout for an 
80 years old male patient admitted to our emergency department with pain in the 
left toe. Salicylate use should always be considered in elderly patients who admit- 
ted to the emergency departments with acute gouty attacks and if necessary, 
drug therapy should be revised. 
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Introduction 

Gout is a metabolic disorder characterized by hyperuricemia 
which is associated with increased levels of uric acid in serum 
as a product of purine metabolism, accumulation of sodium 
urate monohydrate crystals in the tissues, and renal involve- 
ment [1,2]. The first episode of gout is typically seen between 
Ath and 6th decades [3,4]. The first attack is usually restricted 
in a single joint that is the first metatarsophalangeal joint. 
Trauma, alcohol use, exposure to cold, protein-rich diet, surgical 
procedures, diuretic therapy, radiotherapy and low-dose salicy- 
late therapy can be counted among the factors that trigger an 
episode of gout [5]. 

Colchicine is a fat-soluble alkaloid drug which has been safely 
used for initial treatment of gouty arthritis and pseudo-gout at- 
tacks for more than 150 years [6,7]. Non-steroidal anti-inflam- 
matory drugs are commonly used also. However, high doses of 
salicylates are not used in the treatment of gout, because they 
may cause uric acid retention [8,9]. 


Case Report 

Eighty-eight-year-old male patient was admitted to emergency 
department with complaints of severe pain in the left great toe. 
The pain started when he was sitting at home, and there was 
no history of trauma and cold exposure. We learned that a stent 
was placed due to aortic aneurysm about 4 years ago and sa- 
licylate 100 mg/day and metoprololol 50mg/day had been given 
for prophylaxis. His past medical history was also significant for 
gouty arthritis which was diagnosed about 10 years ago and he 
was prescribed any medication for this but he was using a drug 
for his Parkinsonism. 

Physical examination of the patient reveals stable vital signs; 
there was hyperemia, warmth and edema, and pain with motion 
in the left first metatarsophalangeal joint of patient. Examina- 
tions of the other systems were normal. At admission, labora- 
tory tests are reviewed (Table 1.). 


Table 1. Results of Laboratory tests 


Parameters Patient Values Normal Range 
White blood cell count (WBC), mm? 9.300 4.000-10.500 
Red blood cell count (RBC), mm? 5,63 4.7-6.00 
Hemoglobin (Hb), g/dL 13,6 3.5-18.0 
Hematocrit (Htc), % 42,2 42-52 
Platelets (Plt), mm? 218 50-450 
Serum blood glucose, mg/dL 130 (postprandial)* 65-107 

Blood Urea nitrogen (BUN), mg/dL, 71 5-44 
Creatinine, mg/dL 1.99 0.6-1.4 

Blood Sodium (Na) , mmol/L U/L 137 35-145 
Blood Potassium(K), mmol/L 4.25 3.5-5.5 

Uric acid, mg/dL 8.2* 2.5-8 


* High parameters in bold 


According to complaints and physical examination findings, a 
gouty attack was suspected. We concluded that cause of gouty 
attack was low-dose salicylate therapy for a long period. Be- 
cause, other factors such as alcohol consumption, a change in 
diet, trauma, exposure to cold or using a diuretic in the history 
of the patient, the only factor that may exacerbate an acute 
gouty attack could be thought as low-dose salicylate therapy. 

The patient was hydrated done in the emergency department. 


Clopidogrel (75 mg / day) was prescribed to the patient after 
discontinuation of salicylate therapy. Non-steroidal anti-in- 
flammatory drugs were not recommended; because, there were 
findings of renal failure. However, corticosteroid (prednisone, 
40-60 mg/day, for 3 days)) treatment was planned and the pa- 
tient was discharged. On follow up, there was no attack of gout 
along three months. 


Figure 1. Gouty arthritis with hyperemia in the first metatarsophalangeal joint 
of left leg 


Discussion 

Gout disease, as a result of the deposition and precipitation 
of urate crystals within joints or around, generally begin in the 
form of recurrent episodes of acute arthritis [10]. Attacks usu- 
ally occur in a single joint, tend to be at night and often wake up 
the patient from sleep. Factors which may play a role in etiol- 
ogy can often provoke an episode of gout. Trauma, prolonged 
starvation, rich protein diet, alcohol use, surgery, infection, and 
drugs are factors predisposing to gouty attacks. Diagnosis of 
gout is made by physical examination combined with the pres- 
ence of the high levels of serum uric acid levels [4,10]. 

As no other possible cause was identified except use of salicy- 
lates and physical findings with high levels of serum uric acid 
consistent with a gouty attack, in our case, we concluded that 
gouty attack was the result of using low-dose salicylate therapy 
for a long period of time. 

Colchicine is the initial drug of choice in the treatment of an 
acute attack. It can also aid in diagnosis while treating the pa- 
tient. Uricosuric drugs and allopurinol are not choices in the 
treatment of an acute attack. Indomethacin has no uricosuric 
effects. But, it can be used to treat gouty attack owing to its 
strong anti-inflammatory effects. Naproxen sodium is another 
option that can be used in the treatment of the attack. Not only 
high doses of indomethacin but also naproxen is sufficient to 
treatment with 2-day application [7]. In our case, colchicines 
were not used because of renal failure. Therefore, corticoste- 
roid treatment was appropriate in management of the patient. 
Salicylates inhibit tubular secretion of uric acid and may cause 
uric acid retention. Salicylates raise the frequency of attacks 
and worsen symptoms due to increased uric acid levels. Use of 
low dose salicylates for a long time may cause an attack due to 
chronic elevated uric acid levels [8]. 

As aresult, medical history of patients with gouty attacks should 
be evaluated carefully when they admitt to the emergency 
room. Drugs including salicylates that may cause gouty attack 
should be reviewed. Treatment of patients should be planned 
by taking renal function into account and patients should be 
informed about factors which may provoke gouty attacks. 
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Ozet 

Molluskum kontagiozum (MK), etkeni poxvirus alt grubundan molluscum contagi- 
osum virus olan, yetiskinlere gore cocuklarda daha sik goriilen viral bir hastaliktir. 
Genellikle gévde, aksilla, genital bélge ve yuzde ortaya cikan, tek ya da cok sayi- 
da, tipik olarak ortasinda gébeklenme gosteren papiiller ile karakterizedir. Bunun- 
la birlikte immiin siipresif bireylerde, kortikosteroid kullananlarda ve malignitesi 
olan hastalarda atipik lezyonlar goriilebilmektedir. Yirmi iki yasinda erkek hasta, 
sol ayak uizerinde, Ug ay 6nce ortaya cikan, herhangi bir yakinmaya yol agmayan 
sivilceler sikayeti ile poliklinigimize basvurdu. Yapilan dermatolojik muayenesinde 
deriden kabarik, merkezi gobekli, caplar1 2-3 mm arasinda degisen boyutlarda ¢ok 
sayida papiler lezyon saptandi. Hastanin diger alanlarinda benzer ya da farkli bas- 
ka bir lezyona rastlanmadi. Altta yatan bir hastaligi, herhangi bir ila¢ kullanimi ve 
cinsel birliktelik 6ykiisu bulunmayan MK olgumuzu nadir goriilen bir lokalizasyon- 
da olmasi nedeniyle sunmaktayiz. 
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Abstract 

Molluscum contagiosum is a viral disease more commonly seen in children then 
adults which is caused by Poxvirus subgroup molluscum contagiosum virus. It is 
characterized by single or numerous papules typically umblicated on the middle 
usually seen on trunk, aksilla, genital area and face. In immune suppressive indi- 
viduals, corticosteroid users and in patients with malignancy atypical lesions can 
be seen. 22 years old male patient applied to our clinic with papules on his left 
foot do not cause any complaints, arisen three months ago. His dermatological 
examination was consistent with numerous papular lesions varying 2-3 mm size in 
diameter which were elevated from skin and umblicated on the middle. No other 
similar or different lesions have been observed on another zone of the patient. 
No underlying disease, drug use and sexual intercourse history was found. We are 
presenting our MC case because of its rare localization. 
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Giris 

Molluskum kontagiozum (MK), cocuklarda daha sik gortilen be- 
nign, viral bir deri hastaligidir. Etkeni poxvirus alt grubundan 
Molluscum contagiosum virus (MCV) tip | ve II dir. Siklikla dog- 
rudan deriye temasla bulasmakla birlikte dolayli olarak mendil, 
havlu ve elbise gibi esyalarla da bulasabilmektedir. Genellikle 
yuz, gévde, aksilla ve genital bolgede yerlesim gdsteren, 3-5 
mm capinda, tek ya da ¢ok sayida tipik olarak ortasinda g6- 
beklenme gosteren papillerle karakterizedir [1]. Bununla birlikte 
immunosipresif ilag ve kortikosteroid kullanimi, atopik derma- 
tit, maligniteler ve HIV enfeksiyonu gibi durumlarda gortlen ati- 
pik klinik gortinim ve lokalizasyonlarda MK olgular! da mevcut- 
tur [2,3]. Biz burada saglikli yetiskin bireylerde oldukga nadir bil- 
dirilen atipik yerlesim gosteren MK olgusunu sunuyoruz. 


Olgu Sunumu 

Yirmi iki yasinda erkek hasta, iki ay 6nce sol ayak Uzerinde orta- 
ya cikan herhangi bir rahatsizlik vermeyen yaygin sivilce sikaye- 
ti ile poliklinigimize basvurdu. Hasta yakinmalarinin Ug ay kadar 
once tek bir sivilce seklinde basladigini ve zaman icerisinde ar- 
tis gosterdigini belirtti. Yapilan dermatolojik muayenesinde sol 
ayak 2. parmak dorsalinde daha fazla olmak Uzere, merkezi g6- 
bekli, caplari! 2-3 mm arasinda degisen boyutlarda, cok sayida, 
grup halinde deri renginde papiller saptandi (Sekil 1). Hastanin 
vucudunun diger kisimlarinda benzer ya da farkli baska bir lez- 
yona rastlanmadi. Hastanin mevcut sikayeti disinda herhangi 
bir 6znel yakinmas! ve 6zgecmisinde 6zellik yoktu. Yapilan labo- 
ratuar tetkiklerinde bir 6zellik saptanmadi. Bununla birlikte alt- 
ta yatan bir immunosipresif hastaligi, lokal ya da sistemik her- 
hangi bir ilag kullanimi, cinsel birliktelik GykUsii yoktu. Havuz, 
sauna ve hamam kullanmadigini belirten hastanin yakin ¢evre- 
sinde benzer sikayeti olan birey bulunmuyordu. Olgumuza mev- 
cut klinik bulgularla MK tanisi konarak kiretaj tedavisi uygulan- 
di. Tedavi sonrasi hastanin lezyonlari diizeldi. iki aylik izleminde 
rekurrens gézlenmedi. 


Sekil 1. Sol ayak dorsalinde deri renginde, belirgin gobekli paptiler lezyonlar 


Tartisma 

MK ozellikle bik DNA virtisi olan poxvirus tarafindan olustu- 
rulan cocuklarda gortilen kutanoz bir enfeksiyondur. Japonya’da 
yapilan bir ¢alismada olgularin %90'indan fazlasinin 9 yas alti 
cocuklar oldugu saptanmistir [4]. Genellikle yz ve g6vdeye yer- 
lesen 3-5 mm arasinda degisen boyutlarda, gobekli papiiller ile 
karakterizedir. Bununla birlikte, cogunlukla yetiskin hastalarda 
immunosuppresif ilag ve kortikosteroid kullanimi, atopik derma- 


tit, maligniteler ile HIV enfeksiyonu gibi durumlarla birlikte ati- 
pik MK olgular! da bildirilmistir [2,3]. 

Genital yerlesimli MK yetiskinlerde daha cok gortilmekte, cinsel 
yolla bulasan hastaliklarla veya HIV enfeksiyonu ile birlikte or- 
taya cikabilmektedir. MK lezyonlarin klinik 6zellikleri bazi hasta- 
larda atipik olabilmektedir. Saglikli yetiskin bireylerde ise atipik 
yerlesimli MK oldukca nadirdir [5,6]. Literatiirde bildirilen MK 
olgulari siklikla plantar bolge yerlesimlidir[7]. Bizim olgumuzda 
lezyonlar, literatiirde bildirilen olgulardan farkli olarak ayak par- 
mak dorsalinde yerlesim géstermekteydi. 

MK tanisi genellikle klinik bulgularla konmaktadir. Ancak kesin 
tani konulmadigi durumlarda Tzanck smear, histopatolojik in- 
celeme ve PCR yapilabilir. Histopatolojik olarak epidermiste hi- 
perplazi ve invajinasyon, enfekte epidermal hiicrelerin icinde, 
intrastoplazmik yerlesimli, bliyGk boyutlu, yuvarlak sekilli, 6zgiin 
molloskoid inklizyon cisimcikleri gorilur. 

Ayiric! tanida tek sayida lezyonu olanlarda keratoakantom, se- 
base hiperplazi, dermal nevis, trikoepitelyoma, cok sayida lez- 
yonu olan hastalarda ise siringom, milyum, hidrokistoma, gra- 
nuloma anilare, kondilom distintilmelidir. 

MK siklikla kendi kendini sinirlayarak, genellikle birkag ayda ken- 
diliginden iyilesir. Hastaligin tedavisi genellikle yayilimi ve oto- 
inokilasyonu durdurmak iin yapilir. Topikal tedavide kriyotera- 
pi, trikloroasetik asit, topikal tretinoin ve imikimod, podofilotok- 
sin, gUumiis nitrat, fenol 5-floro urasil ve Potassium hydroxide 
(KOH) oral simetidin kullanilmaktadir [8]. Ayrica bir igne, keskin 
bir kiret veya komedon cikarici ile ekstirpasyon yapilarak tikag¢ 
yok edilebilir. Tedavi segimi lezyonun yeri, sayisi, komplikasyon 
riski ve hasta yasina gore yapilir. Olgumuza tedavi olarak ktre- 
taj uygulandi. Tedavi sonrasi hastanin lezyonlari diizeldi. iki ay- 
lik izleminde rekurrens gézlenmedi. 

Sonug olarak gerek immunosipresif gerekse immunukompetan 
hastalarda 6zellikle ayakta papilopiistiller ve paptilonodiler lez- 
yonlarin ayirici tanisinda MK akilda tutulmalidir. Klinik olarak 
tani konamayan topikal tedavilere cevap vermeyen olgularda 
ise histopatolojik inceleme yararli olacaktir. Olgumuz, MK lez- 
yonlarinin nadir gorilen bir lokalizasyonda olmasi nedeniyle bil- 
dirilmektedir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Yabanci cisim yutulmas! cocuklarda 6nemli bir problem olup tim yas gruplarinda 
goriilebilmektedir. Yetiskinlerde 6zellikle turban ignesi, dikis ignesi gibi maddele- 
rin yutulmasi veya aspire edilmesi daha siktir. Bu calismada yutulan dikis ignesinin 
komplikasyona yol agmadan, barsak pasajini tamamlayarak uzun bir stirede defe- 


kasyonla atildigi olgu sunuldu. 
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Abstract 

Foreign body ingestion is an important health problem for children but it can also 
occur in all age groups. Ingestion or aspiration of foreign bodies such as turban 
pin and sewing needle more frequently occur in adults. A case of sewing needle 
ingestion which was removed from the body through defecation in a long time 
after passing through the small intestine without any complication is presented 


in this study. 
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Giris 

Yabanci cisim (YC) yutma, ¢ocuklarda sik rastlanilmakla birlik- 
te her yas grubunda goriilmektedir [1]. Bununla birlikte 6zellikle 
genc ve turban tipinde basértusti kullanan kadinlarda igne yut- 
ma sik karsilasilan bir durumdur [1]. 

Opak olan YC, direkt grafilerde gortilebilmekte, opak olmayanlar 
ise kontrast maddeler kullanilarak ¢ekilen grafilerde dolma de- 
fekti seklinde bulgu vermektedirler [2]. 

Yutulan yabanc! cisimlerde yaklasim YC’in biiydkligu ve yapisi 
ile diizgiin veya keskin kenarli olup olmamasina baglidir [3]. Uy- 
gulanacak yaklasimlar; endoskopi, gézlem ve cerrahidir [4]. Mi- 
deye ulasan YC’lerin biyiik kismi genellikle sindirim kanalini so- 
runsuz gecebilmekte, bazi olgularda ise obstruksiyon, perforas- 
yon veya kanama nedeni ile acil cerrahi girisim gerekebilmekte- 
dir [3,4]. Burada dikis dikerken agzina koydugu igneyi yutan ve 
83 gin gibi uzun bir sirede komplikasyonsuz bir sekilde rektal 
yoldan atan olgu sunuldu. 


Olgu Sunumu 

19 yasinda kadin hasta, iki giin 6nce evde dikis yaparken agzina 
koydugu dikis ignesini yutma sikayeti ile acil servise basvurdu. 
Basvuru aninda olgunun herhangi bir sikayeti bulunmamaktay- 
di. Yapilan fiziki muayenede; Tansiyon Arteriyel: 120/80mmHg, 
nabiz: 70/dakika, ates: 36,7 OC idi. Batin muayenesinde barsak 
sesleri normoaktif olup, hassasiyet, defans, rebaund yoktu. La- 
boratuvar testlerinde hematolojik ve biyokimyasal parametre- 
leri normal sinirlardaydi. Olgunun ayakta direkt batin grafisinde 
(ADBG) hava sivi seviyesi ve serbest hava izlenmemis olup, dor- 
duinct' lomber vertebranin sag tarafinda yaklasik 4 cmllik igne 
ile uyumlu radyoopak cisim izlendi (Resim.1). Yabanci cismin 
kendiliginden cikmasi beklendi ve olgu ADBG ile takibe alindi. 
Basvurudan 15 gin sonraki kontrolde olgunun yapilan fizik baki- 
s! dogal olup, ADBG’de igne ile uyumlu imaj sol iliak kanat supe- 
rior hizasinda izlendi. iZnenin pasajda ilerleyisinin yavas olma- 
si nedeniyle, olguya barsak temizligi yapilarak, total kolonosko- 
pi uygulandi. Ancak kolonoskopide igne izlenmedi. Genel durumu 


iyi olan olgunun araliklarla fiziki muyenesi yapildi ve ADBG gra- 
fileri ile takibine devam edildi. Basvurudan 60 giin sonra ¢ekilen 
ADBG’de igne imaji iciincii lomber vertebranin sol tarafinda iz- 
lendi (Resim.2). 78. giinde olgu cerrahi agidan degerlendirilmek 
uzere kontrole ¢agrildi. 83. giinde olgunun fiziki muayenesi do- 
gal idi ve ADBG’de igne imajina rastlanmadi (Resim.3). Ayrica 
batinda serbest hava ve hava- sivi seviyeleri yoktu. 


Tartisma 

Ulkemizde kadin hastalarda igne yutma ve aspire etme vakala- 
rina sik rastlanmaktadir. Bu olgularin birgogu semptomsuz sey- 
retse de, Ozellikle dikis ignesi gibi keskin ve sivri uclu cisimler 
vicudun bir¢gok noktasina gé¢ edebilmekte, bu durum hasta ve 
yakinlarini endiselendirmektedir. 

Literatiirde, yutulan YC’in % 80-90 oraninda gastrointestinal 
kanal kendiliginden gececegi, % 10-20 oraninda cerrahi olma- 
yan mudahale, % 1 oraninda da cerrahi gerektirdigi bildirilmis- 
tir [5]. Ozefagusu gecebilen ve mideye ulasan YC’lerin bilyiik kis- 
mi genellikle sindirim kanalini sorunsuz gecebilmekle beraber, 
baz! olgularda tam tikaniklik, perforasyon veya kanama nedeni 
ile acil cerrahi girisim gerekebilir [3,4]. Sunulan calismada olgu 
dikis inesini yuttuktan 2 giin sonra basvurmus olup yapilan g6- 
runtilemede YC’in mideyi sorunsuz gectigi gortildl. Daha sonra 
yapilan kolonoskopide ise YC izlenmedi. Herhangi bir komplikas- 
yon gelismemesi, olgunun stabil olmasi nedeniyle cerrahi plan- 
lanmayarak takip onerildi. 

YC yutan hastalarda 6nemli sayilacak sorunlardan biri de YC’in 
diger organlara gociidur. Sunulan farkli olgularda yutulan dikis 
ignesinin duodenuma penetrasyonu sonrasinda transvers kolo- 
na [6] ve ya karaciZere gécii ve sonrasinda apse olusturdugu 
bildirilmistir [7]. Baska bir olguda dikis ignesi yutulmasi sonucu 
aorto-duodenal fistiile bagli masif Uist gastrointestinal sistem 
kanamasi gelismis ve olgu opere edilmistir [1]. Sunulan olguda 
igne gastrointestinal pasaj disina gd¢ etmemistir. 

Duzgtin kenarli olan YC 6zefagusu gectikten sonra mideyi ge- 
nellikle 1 hafta iginde sorunsuz terk edebilmektedirler [3]. YC’ler 


Resim 1. Lomber 4. Vertebra sag tarafinda yabanci 
cisim opasitesi 


cisim opasitesi 


Resim 2. Lomber 3. Vertebranin sol tarafinda yabanc! 


Resim 3. Yabanci cisimin gériilmedigi ayakta batin 
grafisi 
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bazen duodenumun ”C“ kulpu, Treitz ligamenti ve ileogekal valv 
gibi, gastrointestinal sistemin anatomik olarak daralan ya da 
késelenen bdélgelerinde takilip kalabilmekte bu durum cismin 
ilerleyisini geciktirmektedir [2,3]. Bu tip olgularin aralikli fizik 
muayene ve seri radyografilerle takip edilmeleri gerektigi bildi- 
rilmektedir [3]. Gastrik veya duodenal bélgedeki keskin veya siv- 
ri cisimlerin, 4 cm uzunluk ve 2 cm gapin Uzerinde biiyiiklige sa- 
hip olmalari, 3 giinden uzun sire hareketsiz kalmalari, kunt ci- 
simlerin ise 7 giinden fazla sebat etmesi, endoskopik veya cerra- 
hi yolla cikartilmalarini gerektirir [8, 9]. Sunulan ¢alismada olgu 
aralikli muayene ve radyografilerle takip edildi. Yapilan kolonos- 
kopide igneye rastlanmadi. Sivri uclu delici yabanci cisim, 83 
giin gibi uzun bir stirede sindirim kanalini kendiliginden terk etti. 
Sonug olarak; yabanci cisim yutan hastalarda bazen YC gastro- 
intestinal pasaji uzun surede komplikasyonsuz olarak terk ede- 
bilmektedir. 


Cikar Cakismasi ve Finansman Beyan 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Sneddon sendromu (SS); tekrarlayan serebrovaskiiler ataklar ve livedo retikula- 
ris ile karakterize, genellikle gen¢ kadinlarda olan ancak nadir goriilen néroder- 
matolojik bir hastaliktir. Burada tekrarlayan serebrovaskiiler ataklari ve livedo re- 
tikiilarisi olan, FV Leiden mutasyonu homozigot ve metiltetrahidrofolat reduktaz 
(MTHFR) mutasyonu heterozigot pozitif olan bir SS olgusu ve rehabilitasyon so- 
nuclari sunulmustur. Kirkiki yasinda kadin hasta, sag kol ve bacakta giicstizltik, yii- 
riiyememe sikayetleriyle klinigimize basvurdu. Difftizyon manyetik rezonans gé- 
runttilemede sol serebral supraventriktiler alanda subakut enfakt bulgular! olan 
hasta hospitalize edildi. Oykiistinden yaklasik 10 ay 6nce sol kol ve bacakta giic¢- 
suizliik oldugu, iskemik serebrovaskiiler olay (SVO) tanistyla hospitalize edildigi ve 
fibrotik mitral kapak tespit edildigi icin warfarin baslandigi, bulgulari diizelmis 
olarak taburcu edildigi 6grenildi. Ozgecmisinde hipertansiyon, vertigo ve bir 6lii 
dogum oyktist vardi. Soy gecmisinde babas! pulmoner emboli nedeniyle kaybedil- 
misti. N6rolojik muayenede sag el, list ve alt extremiteler Brunstrom’a gore evre 
V diizeyindeydi. Bilateral tist ve alt ekstremitelerdeki cilt lezyonlari livedo retikula- 
ris olarak degerlendirildi. Hastanin FV Leiden mutasyonu homozigot, MTHFR mu- 
tasyonu heterozigot pozitif saptandi. Eklem hareket acikligi, denge, bisiklet eg- 
zersizleri ve is-ugrasi tedavisi seklinde diizenlenen rehabilitasyon program! son- 
rasi, hasta sag el, Ust ve alt extremiteler Brunstroma gore evre VI degerleriyle ve 
bagimsiz ambule olarak taburcu edildi. SS nadir olmasina ragmen geng¢ hastalar- 
da gortilmesi ve tekrarlayan SVO’ya neden olmasi bakimindan 6nemlidir. SS tanili 
hastalarda tromboz riski olusturabilecek etkenlere maruziyeti Gnlemek ve antikoa- 
giilan kullanimini yakin takip etmek kadar inme rehabilitasyonunun yapilmasi op- 
timal sonug elde etmek anlaminda degerlidir. 
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Abstract 

Sneddon’s syndrome (SS) is a rare neuro-dermatological disease characterized 
by recurrent cerebrovascular lesions and livedo reticularis, and is usually seen 
in young women. Herein, we present a case of SS with homozygous factor V 
Leiden and heterozygous methylenetetrahydrofolate reductase (MTHFR) muta- 
tions together with the rehabilitation results. A 42-year-old female was admitted 
to our clinic with complaints of right-sided weakness and inability to walk. The 
patient was hospitalized with signs of subacute infarction in the left cerebral 
supraventricular area according to diffusion magnetic resonance imaging. It was 
learned from her medical history that she had been hospitalized about 10 months 
before secondary to cerebrovascular disease (CVD), which resulted in left-sided 
weakness. Warfarin was started due to a fibrotic mitral valve and she was dis- 
charged with full recovery. She had hypertension, vertigo, and a history of a still- 
birth. Her father had died due to pulmonary embolism. Neurological examination 
of the hand and upper and lower extremities on the right side was reported as 
Brunnstrom stage 5. Skin lesions on bilateral upper and lower extremities were 
evaluated as livedo reticularis. Homozygous factor V Leiden and heterozygous 
MTHFR mutations were determined positive. After a rehabilitation program that 
comprised range of motion, balance and bicycle exercises and occupational thera- 
py, the patient was discharged as Brunnstrom stage 6 in the right hand and upper 
and lower extremities, and she was able to ambulate independently. Although SS 
is rare, it is seen in younger patients, and recurrent CVD is an important result. In 
SS patients, the prevention of factors that increase the risk of thrombosis, close 
follow-up using anticoagulant agents, and implementation of rehabilitation are 
valuable towards achieving optimal results. 


Keywords 
Sneddon Syndrome; Livedo Reticularis; Cerebrovascular Disease 


DOI: 10.4328/JCAM.2006 


Received: 06.08.2013 Accepted: 17.08.2013 Printed: 01.09.2013 


J Clin Anal Med 2013;4(suppl 1): 57-60 


Corresponding Author: Hande Sancioglu, Saglik Bakanligi Ankara Diskapi Yildirim Beyazit Egitim ve Arastirma Hastanesi, Fizik Tedavi ve Rehabilitasyon Klinigi, 


Ankara, Turkiye. T.: +90 31259620000-2994 E-Mail: hande_snc@hotmail.com 


Journal of Clinical and Analytical Medicine | 57 


Sneddon Sendromu / Sneddon Syndrome 


Giris 

Sneddon sendromu (SS); tekrarlayan serebrovaskiler olay (SVO) 
ve livedo retikularis ile karakterize, genellikle Ugiincii ve besin- 
ci dekadlar arasindaki kadinlarda gorilen, insidansinin yilda mil- 
yonda dort oldugu tahmin edilen bir otoimmin hastaliktir [1,2]. 
Beyin ve ciltteki kigiik ve orta ¢apli arterlerde baslayan endo- 
telyal enflamasyonu takiben okliizyon ve fibrozisin gelistigi, 
trombotik bir vaskilopatidir [3]. Hastalik ilk olarak 1960 yilin- 
da Champion ve Rook tarafindan tanimlanmis [4], 1965 yilinda 
ingiliz dermatolog Sneddon tarafindan rapor edilen alti olguluk 
seriyle SS olarak adlandirilmistir [5]. 

Bas agrisi, vertigo, depresyon, epileptik nébet, kognitif bozuk- 
luklar ve demans gibi norolojik semptomlarin yan sira tekrarla- 
yan disk, bobrek yetmezligi, hipertansiyon, vendz sins trom- 
bozu, iskemik ve valviler kalp hastaliklar! ve periferik sinirle- 
rin tutulumu hastaligin seyrinde gorilebilen diger bulgulardir 
[1,6,7]. Livedo retikularis menekse renkli, a& goruinumll, daha 
cok gdvde ve ekstremitelerde goriilen bir dermatolojik feno- 
mendir, tant klinik olarak veya cilt biyopsisiyle koyulabilir [1,6,8]. 
Onceleri patogenezde antikardiyolipin antikor, lupus antikoagii- 
lan ve B-2-Glikoprotein | antikoru ile iliskili antifosfolipid anti- 
kor (AFA) sendromunun oldugu dustinulmekte iken AFA pozitif- 
liZinin <%40 bulunmasi baska faktorlerin de etkili olabilecegi- 
ni gdstermistir [7,9]. 

Burada tekrarlayan serebrovaskiler ataklari ve livedo retikilla- 
risi olan ancak AFA negatif, FV Leiden mutasyonu homozigot 
ve metiltetrahidrofolat rediiktaz (MTHFR) mutasyonu heterozi- 
got pozitif olan bir SS olgusu ve rehabilitasyon sonuglari sunul- 
mustur. 


Olgu Sunumu 

Kirkiki yasinda kadin hasta, sag kol ve bacakta giicstizliik, yiiri- 
yememe sikayetleriyle kliniZimize basvurdu. Diflizyon manyetik 
rezonans goriintiileme (MRG) de sol serebral supraventrikiler 
alanda subakut enfakt bulgulari olan hasta rehabilitasyon klini- 
Bine yatirildi. Oykiisiinden yaklasik 10 ay once sol kol ve bacak- 
ta gii¢suzllk oldugu iskemik SVO tanisiyla hastaneye yatirildigi 
ve fibrotik mitral kapak tespit edildigi icin warfarin baslandigi, 
bulgulari diizelmis olarak taburcu edildigi 68renildi. Ozgecmisin- 
de hipertansiyon, vertigo ve bir dl dogum dykiisu olup, iki ¢o- 
cuk sahibiydi. Soy gegmisinde babas pulmoner emboli nedeniy- 
le kaybedilmisti. Fizik muayenede her iki Ust ve alt ekstremite- 
de mavi-mor renkli diizensiz sinirli cilt lezyonlari mevcuttu (Se- 
kil 1,2). N6romuskuler sistem muayenesinde oturma dengesi ve 
yatak aktiviteleri normaldi, bir kisi destegi ile ayakta durabiliyor 
adim atabiliyordu. Sag el, ist ve alt ekstremiteler Brunstrom’a 
gore evre V diizeyindeydi. Fonksiyonel bagimsizlik dlcegi (FBO) 
105, 6 dakika yirime testi 150 metre, kardiyopulmoner egzer- 
siz testi (KPET) ile saptanan VO2max degeri 11 ml/min/kg idi. 
Laboratuvar incelemesinde tam kan sayimi, karaciZer ve b6ob- 
rek fonksiyon testleri, lipid profili normaldi. Hastanin geng¢ ve 
tekrarlayan serebrovaskiler ataklarinin olmas! nedeniyle vasku- 
lit ve trombofili yontinden tetkikleri istendi; ANA, anti-dsDNA, 
p-ANCA, c-ANCA, anti-Scl-70, anti-Jo-1, anti-ss-A/B, anti-Sm/ 
RNP, kompleman 34, AFA, protein C/S, antitrombin III, fibrino- 
jen, homosistein dizeyleri normal sinirlardaydi. FV Leiden mu- 
tasyonu homozigot, MTHFR mutasyonu heterozigot pozitif ola- 
rak saptandi. Hastanin FV Leiden mutasyonu olmasi ve warfarin 


ee 
Sekil 1. Ust ekstremitelerde livedo retikularis gériinimii 


a 


Sekil 2. Alt ekstremitelerde livedo retikularis gortinimii 


kullanmas! nedeniyle hematoloji ile konsiilte edildi, 6mur boyu 
antikoagtlan kullanmasi ve INR>3 tutulmasi gerektigi belirtil- 
di. Elektrokardiyografi (EKG), karotis ve vertebral doppler ultra- 
sonografi (USG) normal, ekokardiyografi sonuglar! %60 ejeksi- 
yon fraksiyonu ve ikinci derece mitral yetmezlik seklindeydi. Alt 
ekstremitelerdeki cilt lezyonlari dermatoloji ile konsiilte edildi 
ve livedo retikularis olarak degerlendirildi. Klinikte takip edilir- 
ken uykusuzluk, gabuk aglama ve hayattan zevk almama sika- 
yetleri nedeniyle psikiyatri ile konsiilte edildi ve depresyon tani- 
siyla giinde 10 mg essitalopram baslandi. Bilissel fonksiyonlar 
mini mental test (MMT) ile degerlendirildi ve skor 24/30 ola- 
rak not edildi. 

Klinik ve laboratuar bulgulariyla SS diistintilen olgu rehabilitas- 
yon programina alindi. Program KPET ile belirlenen aerobik ka- 
pasiteye gore diizenlendi. Hastaya 20 dk sire ile 50/rpm, 20 
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watt, 5 giin/hafta bisiklet egzersizi, eklem hareket acikligi, den- 
ge ve mobilizasyon egzersizleri ve is-ugrasi tedavisi uygulandi. 
Klinikte yatisinin 3. haftasinda sol kol ve bacaginda uyusma, 30 
dk kadar siiren gi¢stizliik tarif eden hasta noroloji ile konsilte 
edildi, tekrar yapilan difuzyon MRG’de eski enfarkt alani disinda 
bulgu saptanmadi. Hastanin gecici iskemik atak gecirdigi dust- 
nuldii, takibinde uyusma ve gucsuzltik sikayeti olmadi. Hastanin 
6 haftalik rehabilitasyon program! sonras! ndromuskuler sistem 
muayenesinde sag el, Uist ve alt ekstremiteler Brunstrom’a gore 
evre VI diizeyindeydi ve desteksiz ambule olabiliyordu. FBO sko- 
ru 126 iken, 6 dk yurtime testi 210 metre olarak degerlendirilen 
hasta bu bulgularla taburcu edildi. 


Tartisma 

SS nadir goriilen bir hastalik olmasina ragmen klinik ve labora- 
tuvar bulgular! iyi tanimlanmis ancak etiyopatogenezi heniiz ay- 
dinliga kavusmamistir. Oncelikle livedo retikiilaris ve serebro- 
vaskiler lezyonlarin birlikteligi, ayrica i¢ organlarin (bdbrekler, 
kalp, gozler ve periferik sinirler) etkilendigi, birgok olguda siste- 
mik hipertansiyon ve tekrarlayan disiklerin eslik ettigi bir kli- 
nik durumdur. Hastaligin yavas ve progresif klinik seyri, norolo- 
jik problemlere ve eslik eden komplikasyonlara bagl olarak akti- 
vite limitasyonu veya éliime neden olabilir [1,7]. 

Olgularin gogunda hastaligin ilk semptomlari 20-40 yas arasin- 
daki dogurganlik dénemindeki kadinlarda goriillirken, hastalik 
aktivitesi menapoz ile stabilize olma egilimindedir. Literatiirde 
cok nadir de olsa erken ya da ileri yas kadinlarda ve erkeklerde 
bildirilen olgular vardir. Bizim olgumuz 42 yasinda tani alan ka- 
din hastaydi [1,6,8]. SS’de ikinci trimestir da abortuslara sikca 
rastlanilmaktadir [4,5]. Olgumuzda abortus 6ykiisii yok iken bir 
oli dogum o6yktisti vardi. 

SS’nin etiyopatogenezi bilinmemektedir ancak literattirde etiyo- 
patogenez ile iliskilendirilen ve klinik seyri bozan bazi faktor- 
ler rapor edilmistir [1,10]. Kadin seks hormonlarinin rolui oldugu- 
na dair kanitlar bulunmus, oral kontraseptif kullaniminin hastali- 
81 arttirabilecegi, sistemik arteriyel hipertansiyonun merkezi si- 
nir sistemi (MSS) hasarinin progresyonuyla korele oldugu belir- 
lenmistir [11]. En cok Uzerinde durulan ve ¢eliskili sonuglari olan 
konu ise AFA|lardir. Bazi yayinlarda SS’li olgularda AFAlar (6zel- 
likle IgG) yksek bulunmus, hatta bazi yayinlar SS’yi, AFA send- 
romu ana basligi altinda degerlendirmistir [1,12]. Bazi SS ya- 
yinlarinda ise AFAlar normal diizeylerde bulunmus ve tani icin 
AFAlarin yiiksek olmamasi gerektigi bildirilmistir [1,13]. Bu ne- 
denle SS ile AFA sendromu arasindaki iliski halen netlige kavus- 
mamistir [7,9]. SS icin spesifik bir biyolojik belirteg yoktur. Ru- 
tin laboratuvar degerlendirmeler genellikle normaldir. Romato- 
id faktor, anti-dsDNA, anti-SSA, anti-SSB, anti-Sm ve anti-RNP 
antikorlar negatiftir. Bununla birlikte anti-niikleer antikor (ANA), 
kriyoglobulinler ve AFA'lar pozitif saptanabilir [9,11]. Bizim has- 
tamizda AFAlar ve ANA ve diger vaskillit taramalari negatif, 
protein C/S, antitrombin III ve homosistein diizeyleri normal ola- 
rak belirlenmistir. Literatiirde SS ile faktor V Leiden mutasyo- 
nu birlikteligi oldukga nadirdir. Terzi ve ark. [14] faktor V Lei- 
den, MTHFR ve ailevi akdeniz atesi gen analizi mutasyonlarinin 
her dgdntin birlikte bulundugu bir SS olgusunu rapor etmisler- 
dir. Besnier ve ark. [15]. 53 hastanin 6’sinda faktor V Leiden mu- 
tasyonunun heterozigot pozitif ve AFAnin negatif oldugunu ra- 
por etmislerdir. Olgumuzda AFA negatif ve faktor V Leiden mu- 


tasyonu homozigot pozitif olarak not edilmistir. Nakhle ve ark. 
[16] yaptigi calismada 26 AFA negatif SS’li hastada protrombo- 
tik fakt6rleri arastirmis, dért hastanin fakt6r V Leiden heterozi- 
got, bir hastanin MTHFR homozigot pozitif oldugunu saptamis- 
tir. Literatiirde bildirilmis bir durum olan inme ve MTHFR iliski- 
si bizim hastamizdaki MTHFR heterozigot pozitifligiyle bir kez 
daha gosterilmistir. 

SS’de livedo retikularis lezyonlar! persistan, mavi-mor renkli, dii- 
zensiz ag gorunimdedir ve ozellikle govdeden (gluteal bélge ve 
belin alt kismi) ekstremitelere (uyluk, kollarin dorsal yz) dog- 
ru yayilir. Livedo retikilaris genellikle MSS semptomlari basla- 
madan birkag yil 6nce bazen de birkag dekad Once ortaya cikar. 
Tani genellikle MSS semptomlari ile koyuldugu icin tani yas 5. 
dekadi bulur. Bu lezyonlar progresif olup nérolojik atagin akut 
déneminde alevlenir [1,5,7,17]. Bizim olgumuz nérolojik bulgu- 
lari nedeniyle arastirilirken alt ekstremitelerdeki livedo retikii- 
larise ait lezyonlari dikkatimizi gekmis, hikayesinden bu lezyon- 
larin 16 yasinda basladigi, SVO ataklar! sirasinda aktive oldu- 
gu grenilmistir. 

SS'li baz! hastalarda hipertansiyonun bulundugu ve benign seyir 
gosterdigi ancak hastaligin semptomlarinin olusmasinda tetik- 
leyici rol oynayabilecegi bildirilmistir (5). iskemik veya valviller 
tip kalp tutulumu gortilebileceginden kardiyak degerlendirmenin 
yapilmasi 6nerilmektedir. Valviler tip tutulumda genellikle mit- 
ral kapak etkilenir (18,19). Bizim hastamizda da hipertansiyon 
ve ikinci derece mitral yetmezlik oldugu belirlenmistir. 

SS’de ileri d6nemlerde bilissel bozulma (konsantrasyon bozuklu- 
Su gibi), ciddi entellekttiel bozulma (demans) ya da emosyonel 
bozukluklar (depresyon, emosyonel labilite gibi) gelisebilir [1,8]. 
Demansin yaygin iskemiye bagli vaskiiler demanstan kaynaklan- 
digi diisiintlmektedir [20]. Bizim olgumuzda da ilk atak sonrasi 
baslayan depresyon bulunurken kognitif degerlendirme normal 
olarak not edilmistir. 

SS igin etkili veya kesin bir tedavi tanimlanmamistir. Hi¢bir 
ilag hastaligin seyrini kontrol etmez. Hastaligin optimal teda- 
visinde yaygin olan gorus oral antikoagilan kullanimini (war- 
farin, INR>3) tavsiye etmektir. ESer hastalar warfarin kullana- 
muiyorlarsa klopidogrel gibi antitrombotik ajanlar kullanilabilir 
(8,21,22]. Olgumuza da hematoloji tarafindan 6miir boyu warfa- 
rin kullanmasi 6nerilmistir. 

Hastalarda MSS patolojisi olarak genellikle gecici iskemik atak 
ve/veya iskemik SVO gozlenir ve yaklasik %75’inde tekrarlayici- 
dir [1]. ilk SVO sonrasi sekelsiz iyilesebilen hastalarda, tekrarla- 
yan ataklarla prognoz kétiilesebilmekte ve kalici defisitler olu- 
sabilmektedir. Hastamizda ilk SVO 10 ay 6nce gelismis, sekel 
bulgusu kalmadan klinik iyilesme saglanmistir. Tekrarlayan SVO 
nedeniyle hospitalize ettigimiz hastada optimal fonksiyonel ba- 
gimsizligi elde etmek i¢in alti haftalik rehabilitasyon sureci ge- 
rekmistir. 

SS nadir olmasina ragmen genc hastalarda gorulmesi ve tekrar- 
layan inmeye neden olabilmesi bakimindan 6nemlidir. SS tani- 
lt hastalarda tromboz riski olusturabilecek etkenlere maruziye- 
ti onlemek ve antikoagiilan kullanimini yakin takip ederek koru- 
yucu tedavi saglamak kadar inme rehabilitasyonunu uygulamak 
optimal klinik sonuglari elde etmek anlaminda degerlidir. 
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Ozet 

Lokal anestezikler; cok sayida cerrahi islemin gerceklestirilmesinde anestezi ve 
analjezi saglamak amaciyla sik olarak kullanilmaktadir. Anestezistlere ek olarak 
cerrahlar tarafindan da lokal anesteziklerle bir cok minor cerrahi girisim ameli- 
yathane disinda monitorizasyon ve restisitasyon olanaklarinin yetersiz oldugu ko- 
sullarda gerceklestirilmektedir. Lokal anesteziklerin basit lokalize reaksiyonlara ek 
olarak, erken veya gec¢ sistemik toksisiteden kardiyovaskiller kollapsa kadar uza- 
yabilen ciddi yan etkiler olusturabilecegi bilinmektedir. Lipid emilsiyonlari bupi- 
vakain gibi lipofilik lokal anesteziklerin neden oldugu sistemik lokal anestezik tok- 
sisitesinin tedavisinde sik olarak kullanilmaktadir. Bu yazida devam eden operas- 
yon agrisi nedeniyle insizyon bélgesine yiiksek doz prilokain infiltrasyonu uygula- 
nan bir hastada gelisen sistemik lokal anestezik toksisitesinin erken tanisi ve int- 
ravenéz lipid emilsiyonu ile hizli ve basarili tedavisini sunuyoruz. 
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Abstract 

Local anesthetics are frequently used to induce anesthesia and analgesia during 
a wide range of surgical procedures. In addition to anesthesiologists, surgeons 
also use local anesthetics to perform a large number of minor surgical interven- 
tions outside the operation rooms, where monitoring and resuscitation resources 
are limited. In addition to simple localized reactions, local anesthetics are known 
to cause serious side effects ranging from early or late systemic toxicity to car- 
diovascular collapse. Lipid emulsions are commonly used to treat systemic local 
anesthetic toxicity caused by lipophilic local anesthetics, such as bupivacaine. In 
this manuscript, we present the early diagnosis of local anesthetic toxicity and 
its rapid, successful treatment with intravenous lipid emulsion in a patient whom 
was administered high dose of prilocaine to the incision site due to persistent 
surgical pain. 
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Introduction 

Local anesthetics are frequently used for induction of anes- 
thesia and analgesia in a wide range of surgical interventions. 
The environment outside the operating room may not always 
be adequate for such procedures. In addition to simple local 
reactions, local anesthetics may also cause severe side effects 
including early and late systemic toxicity or cardiovascular col- 
lapse. 

Local anesthetic systemic toxicity (LAST) is a serious clinical 
condition with considerable morbidity and mortality, which may 
threaten cardiovascular system (CVS) and central nervous sys- 
tem (CNS)[1]. The severity of LAST is determined by personal 
risk factors, the block technique, the application site, and total 
local anesthetic dose. 

Recent studies reporting successful treatment of LAST with in- 
travenous (IV) lipid emulsions have heralded a new treatment 
option[2]. IV lipid emulsions were first recommended for treat- 
ment of cardiotoxicity associated with local anesthetic toxicity 
of high lipid soluble agents, which is unresponsive to standard 
resuscitative techniques. However, it has been recently recom- 
mended to use them upon recognition of early signs of poten- 
tial local anesthetic toxicity and prolonged CNS symptoms.[3] 
In this case report, we aimed to discuss for the first time in the 
literature, successful lipid emulsion therapy in a systemic toxic- 
ity of prilocaine that has low lipid solubility in which signs of 
CNS toxicity predominated while signs of cardiac toxicity just 
began to emerge. 


Case Report 

A 23-year-old, 58 kg woman, presented to our general surgery 
clinic with ongoing pain in the incisional site after an inguinal 
hernia operation performed 6 months ago. Physical examina- 
tion revealed refractory pain in the right lower quadrant, for 
which the general surgeon applied 700 mg of prilocaine (Ci- 
tanest® 2% vial, AstraZeneca, Istanbul-Turkey) to the incision 
site. Thirty minutes later, the patient developed restlessness, 
numbness in tongue and scalp, and tinnitus. Following the an- 
esthesiology consultation, she was taken to the postoperative 
care unit. In the initial examination, she was able to respond to 
verbal stimuli and cooperate; however, she had muscle weak- 
ness and speech disturbance. 100% oxygen was applied via a 
face mask at a rate of 5 It/min. During physical examination; 
it was noticed that her responses to verbal stimuli gradually 
faded away, her speech became incomprehensible, and she be- 
came confused. Two peripheral lines (16 and 18 Gauge) were 
established and 0.9% NaCl was begun. The patient was rap- 
idly monitored (ECG, SpO2, and non-invasive blood pressure) 
and necessary preparations were made for cardiopulmonary 
resuscitation. Meanwhile, she had a blood pressure of 155/90 
mmbHg, pulse rate of 122 bpm, and oxygen saturation of 97%. 
Her clinical condition was consistent with LAST. A treatment 
plan including a rapid application of lipid emulsion was made 
to prevent deterioration of the patient’s status. Initially, she had 
a normal sinus rhythm on ECG whereas she later developed si- 
nus bradycardia and frequent ventricular extrasystoles. While 
0.9% NaCl infusion was continued from a peripheral line, 100 
ml lipid emulsion (Intralipid 20% ® 250 ml solution, Fresenius 
Kabi, Istanbul-Turkey) was administered as a bolus injection via 


other peripheral line (16G) within 1 minute. Her clinical condi- 
tion began to improve and she regained consciousness 3 min- 
utes after the bolus dose. She was administered an additional 
150 ml of lipid emulsion via an infusion pump in 10 minutes. 
IV furosemide, 2 mg/kg (Lasix® 20 mg/2 ml ampoule, Sanofi 
Aventis, Istanbul-Turkey) and a total of 2000 ml 0.9% NaCl 
were infused. Furosemide was administered due to rapid, bolus 
injection of the lipid emulsion and 0.9 % NaCl that can cause 
cardiac failure. Lipid infusion was stopped after hemodynamic 
stabilization was achieved. No side effects of lipid emulsion, 
such as allergic reaction or phlebitis were observed. 

The patient recovered clinically and was monitored at the post- 
operative care unit. She was then sent to the intensive care unit 
with stable vital signs. Her intensive care stay was uneventful 
and she was transferred to inpatient ward next day. She was 
discharged with complete cure and called for a follow-up visit 1 
week later. No side effects related to lipid therapy were noticed 
at that time. 


Discussion 

Local anesthetics are widely used both in and out of opera- 
tion room. Although rare, some side effects during the use of 
local anesthetics may be observed. While mild symptoms do 
not cause major morbidity, LAST characterized by CNS and CVS 
symptoms is a serious condition that may have a lethal course 
if it is left untreated. While this complication may occur with 
intravascular injection, it may also be encountered as a result 
of rapid absorption from a highly vascularized site or with use 
of higher doses of local anesthetics[3]. It has been considered 
that high blood levels of local anesthetics lead to an impaired 
cellular activity as a result of disrupted sodium, potassium, and 
calcium channels as well as impaired fatty acid transfer and en- 
zymatic activity necessary for adenosine triphosphate produc- 
tion in mitochondria of brain, heart, and skeletal muscle cells[4]. 
In the treatment of LAST, the priority should be given to estab- 
lish the airway patency, ventilation and circulation[3]. It is cur- 
rently possible to mention that IV lipid emulsion therapy among 
primary treatment steps in addition to symptomatic therapies 
directed at CNS and CVS symptoms for LAST. Currently, Ameri- 
can Society of Regional Anesthesia (ASRA) and the Association 
of Anesthetists of Great Britain and Ireland recommend lipid 
emulsion as the first line therapy in management of LAST[1]. 
Based on this information, the proposed treatment model for 
LAST includes; establishment of airway patency, control of ven- 
tilation, support of circulation, and IV infusion of lipid emulsion 
as soon as possible. In our case, the decision to continue treat- 
ment with lipid emulsion was rapidly made at a time, when CNS 
signs predominated and the signs of cardiac toxicity just began 
to emerge. We believe that timely diagnosis and rapid interven- 
tion were the components of life-saving therapy in our case. 
ASRA recommends 1.5 ml/kg bolus dose of 20% lipid emul- 
sion as the initial treatment after the first signs and symptoms 
of LAST appears. It is also recommended that the bolus dose 
should be given over approximately 1 minute, followed by in- 
fusion (0.25 ml/kg/min) for 10 minutes; the bolus dose should 
be repeated and the infusion rate doubled (0.5ml/kg/min) if no 
clinical improvement becomes evident[3]. First the neurological 
signs of our case improved following a bolus dose of approxi- 
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mately 100 ml (1.5 ml/kg), followed by achievement of hemo- 
dynamic stability with infusion of 150 ml lipid emulsion at a 
rate of 0.25 ml/kg/min for 10 minutes. No additional doses were 
required. 

Despite it is not very clear how the lipid therapy exerts its ef- 
fects in the management of LAST, it has been believed that it 
confines circulating local anesthetics by forming a lipid phase in 
plasma and reduces their plasma and tissue levels by precipi- 
tating them in the emulsion. This is called as “lipid sink theory” 
and has been supported by many clinical studies[1]. It is also 
considered that intravenous lipid emulsion increases intracellu- 
lar myocardial fatty acid content, enhances mitochondrial fatty 
acid metabolism and adenosine triphosphate depots, and exerts 
a direct inotropic effect by raising the intracellular calcium con- 
centration of myocardial cells[5]. 

The most common side effect of lipid therapy is thrombophle- 
bitis due to venous irritation. Thus, the intravenous line should 
rather be placed in a large vein. We therefore employed the 
emulsion via a peripheral route of 16 Gauge intravenous line 
established in the antecubital veins. Less commonly, allergic 
reactions, dyspnea, cyanosis, nausea, vomiting, chest pain, 
diaphoresis, and hypercoagulability may occur. Hepatomegaly, 
jaundice due to cholestasis, splenomegaly, thrombocytopenia, 
transient rise in liver enzymes, and pancreatitis may also rarely 
develop as late side effects. In fact, we did not expect any late 
side effects due to small and safe dose of lipid emulsion. As the 
maximum dose, ASRA recommends 10 ml/kg of 20% lipid emul- 
sion [3]. Although we administered approximately 4.3 ml/kg as 
the total dose, 1 week later blood was drawn to measure, serum 
triglycerides, amylase, urea, creatinine, alkaline phosphatase, 
aspartate aminotransferase (AST), alanine aminotransferase 
(ALT), serum phosphorus levels. All laboratory values were with- 
in normal limits. Also there were no signs of thrombophlebitis 
on physical examination. So that we did not observe any early 
or late side effect associated with lipid therapy in our case. Be- 
cause that we did not meet any advice of more than one week 
follow in the literature, late investigations were not needed. 
Lipid solubility is the primary determinant of anesthetic poten- 
tial and is expressed as lipid/water partition coefficient. Studies 
and case reports with lipid therapy included agents with high 
lipid solubility and potency, such as bupivacaine, ropivacaine, 
and levobupivacaine whereas case reports with agents having 
low lipid solubility, such as mepivacaine, lidocaine, and prilo- 
caine are sparse[6,7]. However, recent clinical approach has 
favored use of lipid emulsion even in the treatment of toxic- 
ity due to less lipophilic local anesthetics[1,8]. Prilocaine is a 
moderately lipophilic local anesthetic agent. This property of 
prilocaine is similar to lidocaine but it is less lipophilic than bu- 
pivacaine. In this case we employed IV lipid emulsion for the first 
time after high dose prilocaine infiltration. By this way, we suc- 
cessfully treated signs of CVS and CNS toxicities and prevented 
a potential cardiovascular collapse with timely diagnosis and 
rapid treatment after sole prilocaine injection. 

Local anesthetics are used not only by anesthesiologists, but 
also frequently by surgical teams outside of operating rooms 
for a number of minor surgical procedures. Therefore, resuscita- 
tion medications and equipment including also lipid emulsions 
should be readily available in medical settings where local an- 


esthetics are administered. 

In conclusion, we suggest to take necessary measures against 
emergency complications in medical settings where local an- 
esthetics are used, and to use lipid emulsions as the first-line 
treatment of toxicity associated not only with local anesthetics 
with high lipid solubility, but also those having low lipid solubil- 
ity, including prilocaine. 
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Ozet 

Sol ventrikiil yalanci anevrizmasi miyokard infarktiisiiniin ge¢ komplikasyonlarin- 
dan biridir. Ayrica kardiyovaskiler cerrahi, travma ve nadiren de infektif endokar- 
dit ile iliskili olabilir. Dev boyutta bir sol ventrikiil yalanc! anevrizmasi ise oldukca 
nadirdir. Bu yazida, kalp yetersizligi belirtileri ile basvuran, muhtemelen sessiz mi- 
yokard infarktiisiinu takiben gelismis dev boyutta sol ventriktl yalanc! anevrizma- 
s! saptanan bir hasta tartisilacaktir. Ne yazik ki, tanisal ¢alismalar devam ederken 
hastada kalp ruptiirli ve tamponad gelismistir. Hastaya acilen cerrahi anevrizma 
ve mitral kapak onarimi yapilsa da, cerrahi sonrasi genel durumu diizelmemistir. 
Biz, bu olguya dayanarak semptomatik dev sol ventriktil yalanc! anevrizmalarinda 


tani kondugunda zaman kaybetmeden cerrahi yapilmasini Oneriyoruz. 
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Abstract 

Left ventricular pseudoaneurysm is one of the late mechanical complications of 
myocardial infarction, which also can be associated with cardiothoracic surgery, 
trauma, and, rarely, infective endocarditis. A giant pseudoaneurysm is a rare 
presentation. We report a patient with a giant left ventricular pseudoaneurysm 
probably following a silent myocardial infarction, who presented with congestive 
heart failure symptoms. Unfortunately, cardiac rupture and tamponade developed 
during diagnostic studies. The patient had surgical repair of the aneurysm and the 
mitral valve, but could not recover fully after surgery. We suggest urgent surgery 


whenever a giant left venricular pseudoaneurysm is diagnosed. 
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Introduction 

Left ventricle (LV) pseudoaneurysm is a late mechanical compli- 
cation of myocardial infarction (MI), which can develop within a 
few days or even much later (2 years). It can also be associated 
with cardiothoracic surgery, trauma, and, rarely, infective endo- 
carditis [1]. A giant LV pseudoaneurysm is a rare presentation. 
We report a patient with a giant LV pseudoaneurysm probably 
following a silent myocardial infarction, who presented with 
congestive heart failure symptoms. The patient had surgical 
repair of the aneurysm and the mitral valve. 


Case Report 

A 57-year-old man presented to emergency department with 
dyspne and congestive heart failure symptoms. He had no hy- 
pertension, hyperlipidemia or diabetes mellitus. He was not 
aware of any cardiovascular disease. He had no history of chest 
trauma. On electrocardiogram, the rhythm was sinus and there 
were Q waves and T negativity in lateral derivations [Figure 1]. 
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Figure 1. The 12-lead electrocardiogram of the patient. 


Cardiothoracic ratio was increased on chest X-ray. His vitals 
were stable. On physical examination, a pansystolic murmur 
could be heard at the cardiac apex and there were fine rales 
in pulmonary auscultation. The admission blood tests were as 
follows: Blood fasting glucose: 134 mg/dl (70-109), blood urea: 
55 mg/dl (10-50), creatinin 1.24 mg/dl (0.7-1.2), total choles- 
terol:136 mg/dl (N<200), LDL-C: 76 mg/dl (<100), HDL: 51 
mg/dl (35-55), CK-MB: 30 U/L (7-25), ALT: 11 U/L (<50), LDH: 
499 U/L (240-480), hemoglobin Alc: 6.7 % (4-6) and troponin 
I: 0.186 ng/ml (N: O-0.15). CK-MB or troponin | levels showed 
no elevation during follow-up. Transthoracic echocardiogram 
showed a giant pseudoaneurysm involving the posterior, infe- 
rior, lateral and apical walls of the left ventricle with depressed 
systolic functions (Left ventricular ejection fraction 35%) [Fig- 
ure 2]. There was severe mitral regurgitation. The diameter of 
aorta, which can be suggestive about a long previous history of 
cardiovascular disease, was within normal limits. A layer of or- 
ganized thrombus lined the aneurysm sac. Antiaggregant, anti- 
thrombotic therapy with beta-blocker and angiotensin-convert- 
ing-enzyme inhibitor were started. Multidetector computerized 
tomography (MDCT) confirmed a pseudoaneurysm with the size 
of 90*68*96 mm, communicating with the left ventricular cavity 
[Figure 3]. Coronary angiography revealed a muscular bridge on 


Figure 2. Apical 4-chamber view on transthoracic echocardiogram reveals a gi- 
ant pseudoaneurysm (PA) in the left ventricular (LV) cavity extending from lateral 
wall to apex. 


Figure 3. Multiplanar reformatted image of the giant pseudoaneurysm on cardiac 
multidetector computerized tomography. 


the left anterior descending artery (LAD) and total stenosis of 
the circumflex artery after the first obtus marginal branch. On 
the third day of hospitalization, the patient became hypotensive 
and emergent echocardiography revealed echodense pericar- 
dial effusion surrounding the heart chambers. Intraaortic ba- 
loon counterpulsation was inserted and pericardiocentesis was 
performed. The patient underwent emergent cardiac surgery. 
The aneurysmal sac was repaired by plication and mitral valve 
was repaired by a ring annuloplasty. The patient weaned-off 
from the bypass pump gradually, but he stayed unconscious 
and maintained on mechanical ventilation. A cranial computer- 
ized tomography showed multiple ischemic areas. After three 
months he is still followed in the reanimation clinic with trache- 
ostomy and support therapy. 


Discussion 

We presented a case of giant pseudoaneurysm probably after 
silent myocardial infarction. He was admitted with symptoms 
of heart failure and the pseudoaneurysm was diagnosed during 
routine echocardiography. LV pseudoaneurysms form when car- 
diac rupture is contained by adherent pericardium or scar tis- 
sue. The main causes of pseudoaneurysm formation are as fol- 
lows: LV free wall rupture in the course of myocardial infarction 
(55%), after cardiac surgery (33%), chest trauma (7%), infective 
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endocarditis sequele (5%) and rarely due to purulan pericardi- 
tis, infiltrating heart tumor or Behcet’s disease [1]. In the index 
case, electrocardiographic and echocardiographic findings to- 
gether with exclusion of other causes suggested that the gi- 
ant pseudoaneurysm had developed after a silent myocardial 
infarction. In a recent study, the prevalence of silent myocardial 
infarction was 23.3% and diabetes mellitus was an independent 
predictor for the presence of silent myocardial infarction [2]. 
Our patient had no history of diabetes mellitus, but blood tests 
during hospitalization suggested the presence of this clinical 
condition. Patients with a pseudoaneurysm usually present with 
anginal chest pain, heart failure symptoms, ventricular arrhyth- 
mias, thromboembolic complications, hypotension or syncope. 
However 10% of patients can be asymptomatic. In a series of 
52 patients with pseudoaneurysms, 48% were diagnosed inci- 
dentally [3]. Physical examination may reveal a murmur in 70% 
of patients [1]. Our patient also presented with heart failure 
symptoms and had a pansystolic murmur due to mitral regur- 
gitation. 

Echocardiography is the first-line diagnostic tool. Pseudoaneu- 
rysms are usually round or saccular in shape. The most prom- 
inent feature is presence of a myocardial tissue defect. True 
aneurysms have a wide connection with left ventricular cavity. 
An orifice dimension over the cavity dimension smaller than 0.5 
suggests pseudoaneurysm, whereas a value above 0.9 suggests 
a true aneurysm [4]. Additional diagnostic techniques are trans- 
esophageal echocardiography, ventriculography, MDCT, mag- 
netic resonance imaging (MRI) and radionuclide scintigraphy. 
Coronary angiography almost always reveals some abnormality 
in patients with a pseudoaneurysm (98%) [1]. Our patient had 
total stenosis of the circumflex artery after the first obtus mar- 
ginal branch and a muscular bridge on LAD. Myocardial bridg- 
ing accompanying a LV pseudoaneurysm is a rare finding. The 
pseudoaneurysm in our case extended through the apex and in 
recent years myocardial bridging is also shown to be related 
with apical balooning syndrome, which is characterized by tran- 
sient apical aneurysms [6]. 

Because of its rarity, the natural course of a left ventricular 
pseudoaneurysm is not well established. In pseudoaneurysms 
related with acute myocardial infarction, timing of the surgery 
depends on the age of the myocardial infarction. Surgery is ur- 
gently recommended in acute pseudoaneurysms, which are dis- 
covered within 2 to 3 months after a myocardial infarction, be- 
cause the onset of rupture is unpredictable [7]. In patients with 
acute myocardial infarction, surgery is associated with a 23- 
35.7 % mortality rate, but the risk of rupture is 50% [1,7]. Early 
postoperative mortality is associated with poor LV functions 
rather than surgical techniques. However, when the diagnosis is 
made years after the myocardial infarction, the urgency or need 
of the operation is determined by symptoms rather than risk of 
rupture. In a review by Frances and colleagues, of 31 patients 
with chronic pseudoaneurysm, 16 were alive at a median time 
of 156 weeks [1]. In another study, the probability of being free 
of cardiac death was 88.9% at both 1 and 4 years in 10 patients 
with postinfarction left ventricular pseudoaneurysm [8]. Symp- 
tomatic patients or those with a large (>3 cm) or gradually en- 
larging pseudoaneurysm should be treated surgically [8]. MDCT 
and cardiac MRI can provide a full depiction of the left ventricle 


and the adjoining pseudoaneurysm, enhancing the preoperative 
evaluation of the lesion. Regular echocardiographic evaluations 
should be performed to detect any increase in size for small and 
asymptomatic pseudoaneurysms. 
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Ozet 

Kounis sendromu genellikle EKG’de ST segment elevasyonu ile birlikte olmasina 
ragmen ST segment depresyonu ve/veya T dalga inversiyonu ile giden akut koro- 
ner sendromlar da olasi, ancak cok nadirdir. Bu vaka, bu nadir sendromun ve send- 
romun kendisinden de nadir olan ve alerjik olayin tedavisi sonrasi diizelen ST ele- 
vasyonsuz EKG degisiklikleri ile giden formunun bilinmesinin 6Gnemini gostermek- 
tedir. Elli bes yasinda kadin hasta, amoksisilin alimini takiben eszamanli akut ir- 
tiker ve gogiis agrisi ile basvurdu. Seri EKG’leri iskemik ST segment depresyonla- 
rive T dalga inversiyonlari gésterdi. Aspirin ve antialerjik medikasyonlar ile tedavi 
sonrasi semptom ve bulgulari geriledi. ilk EKG’den 6 saat sonra ST segment dep- 
resyonlari ve T dalga inversiyonlari normale déndii. CK/MB ve troponin l’yi kapsa- 
yan kardiyak enzimleri basvuru, 6. ve 12. saatte normal geldi. Kounis sendromu ile 
iliskili kararsiz angina pektoris tanis! konuldu. Koroner anjiyografiyi ve deri alerji 
testini reddeden hasta kendi istegi ile taburcu oldu. 


Anahtar Kelimeler 
Allerji; Kounis Sendromu; EKG; Akut Koroner Sendrom 


Abstract 

Although Kounis syndrome is typically associated with ST segment elevation on 
ECG, acute coronary syndromes with ST segment depression and/or T wave in- 
version are also possible, albeit very rare. This case illustrates the importance of 
awareness of this rare syndrome and its even rarer form with non-ST segment 
elevation ECG changes that normalize with elimination of acute allergic insult. A 
55-year-old woman admitted with simultaneous acute urticaria and chest pain 
following ingestion of oral amoxicillin. Her serial ECGs showed ischemic ST seg- 
ment depressions and T wave inversions. After treatment with aspirin and antial- 
lergic medications her signs and symptoms abated. ST segment depressions and 
wave inversions normalized 6 hours after the first ECG. Cardiac enzymes including 
CK/MB and troponin | at presentation, and 6th and 12th hours were negative. She 
was diagnosed with unstable angina pectoris associated with Kounis syndrome. 
She refused coronary angiography and skin allergy test and was discharged on 
her own request. 
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Introduction 

Kounis syndrome is a rare co-occurence of acute allergic reac- 
tions with acute coronary syndromes, most commonly with ST 
segment elevation [1]. ECG changes without ST elevation are 
very rare, although reported [2]. This paper reports a middle- 
aged woman with non-ST segment elevation changes and a 
clinical picture consistent with unstable angina pectoris, which 
resolved after treatment of allergic insult. 


Case Report 

A 55-year-old woman admitted to emergency department with 
simultaneous symptoms of redness of skin and pruritus, and 
chest pain following ingestion of oral amoxicillin. Her vital signs 
were as follows: blood pressure 130/75 mmHg, pulse rate: 98 
bpm, respiratory rate: 20/min, body temperature: 36.8°C. On 
physical examination, she had urticarial plaques all over the 
body with a tendency to coalesce. Her first ECG was normal and 
the subsequent ECGs showed ischemic ST segment depressions 
and T wave inversions (Table 1). She was treated with methyl 
prednisolone 1mg/kg, phenyramine 45.5 mg I.V., ranitidine 100 
mg I.V, and aspirin 300 mg PO. Urticarial signs and symptoms 
abated and chest pain subsided. ST segment depressions and T 
wave inversions normalized in the final ECG taken approximate- 
ly 6 hours after the first ECG (Table 1). Her cardiac enzymes 
including CK/MB and troponin | at presentation, at 6th and 12th 
hours were negative. She was diagnosed with unstable angina 
pectoris associated with Kounis syndrome. After an overnight 
monitorization she was offered coronary angiography but re- 
fused to undergo any intervention. She also refused to take any 
skin allergy test or other tests and was discharged at the same 
day on her own request. She was discharged on antihistaminic 
therapy along with daily aspirin 100 mg PO, a calcium channel 
blocker, and a statin. She did not attend a follow-up nor admit 
again with similar complaints. 


Discussion 

Acute coronary syndrome induced by allergy is a less known 
clinical entity. Kounis syndrome is described as the co-oc- 
curence of acute coronary syndrome with allergic insults in- 
cluding allergic and hypersensitivity reactions, and anaphylaxis 
[1]. It is caused by mast cell activation; resulting in mast cell 
degranulation and release of chemical mediators, including 
histamine, leukotrienes as well as tryptase and chymase that 
activate metalloproteinases which degrade collagen and induce 
plaque rupture [3]. Histamine is known to be a powerful vaso- 
dilator in the peripheral circulation but it exerts a constrictor 
action on smooth muscle of coronary arteries via H1 receptors, 
leading to vasospasm [3]. 

Two types of Kounis syndrome have been defined. Type 1 occurs 
in people with normal coronary arteries. Type 2, on the other 
hand, includes patients with preexisting coronary artery disease 
with plaques or flow-limiting stenoses which are eroded or rup- 
tured by inflammatory mediators or coronary vasospasm. 

A variety of food or environmental substances have been re- 
ported to cause Kounis syndrome [4,5]. Our patient had a his- 
tory of penicillin intake. 

So far, most of reported cases had an ECG presentation that 
is characterized by ST segment elevation and associated with 


cardiac ischemia and/or infarction. Our patient, to the contrary, 
presented with ST segment depressions and T wave inversions. 
Furthermore, no detectible rise in cardiac biomarkers occurred. 
To our knowledge, it is rare in literature to encounter patients 
with Kounis syndrome presenting with unstable angina pectoris 
characterized primarily by ST segment depression rather than 
ST segment elevation. Kounis syndrome is normally expected to 
occur with temporary or permanent ST segment elevation since 
the primary mechanism of acute coronary syndromes associ- 
ated with this syndrome involves histamine-induced coronary 
vasospasm and hence transmural injury pattern (ST segment 
elevation). However, chymase and tryptase activate metallo- 
proteinases and cause plaque rupture that can cause USAP and 
non-ST elevation myocardial infarction (NSTEMI). Calogiuri et 
al [6] reported a case with Kounis syndrome associated with 
intravenous administration of piperacillin/tazobactam, leading 
to unstable angina with ST depressions and normal troponin 
level. Although we could not document the coronary anatomy 
with coronary angiography, the present case was consistent 
with acute coronary syndrome secondary to plaque rupture/ero- 
sion induced by mast cell activation, leading to unstable angina 
pectoris and ST segment depression rather than ST segment 
elevation. It is also possible to speculate that this patient had 
Type 2 Kounis syndrome such that preexisting coronary plaques 
were eroded or ruptured by the aforementioned effects. This 
shows that it is well possible to encounter patients with Kounis 
syndrome exhibiting ST depression or T inversions without ST 
elevation. 

In conclusion, Kounis syndrome should be remembered in pa- 
tients with simultaneous allergic reactions and chest pain. Cli- 
nicians should also be aware that this syndrome may present 
with ST segment depression and/or T wave inversion which are 
even rarer. 

There are some limitations to our report. First, we have no in- 
formation about eosinophil count and levels of specific lg E, se- 
rum histamine, tryptase, complement proteins (c4 and cl elas- 
tase). The patient was first seen in the emergency department 
and followed in coronary care unit thereafter. It could ideally 
be considered to measure these parameters to confirm an al- 
lergic insult, but as the patient presented close to midnight and 
refused further workup at the morning we could not make such 
measurements. Since Kounis syndrome is a clinical entity com- 
bining acute allergic reactions and acute coronary syndromes, 
a clinical picture consistent with chest pain and objective ST-T 
changes in the context of acute allergic reactions usually suffice 
for diagnosis. In fact, resolution of chest pain with abating al- 
lergic signs and symptoms made our diagnosis quite secure. We 
thus think that, while being a limitation, not having performed 
such tests did not violate our diagnosis. Second limitation to 
our report is that invasive coronary angiography, the gold stan- 
dard diagnostic modality for coronary artery disease was not 
performed because the patient refused coronary angiography 
and left hospital. As our clinical picture was very consistent 
with Kounis syndrome we could reliably diagnosed the latter 
although we could not ascertain the type of Kounis syndrome 
(type | vs Type 2). 
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Table 1. Serial ECG’s of the patient. Admission ECG (A) did not show ST-T changes, 
however, follow-up ECG’s in 25 and 50 minutes after presentation (B,C) showed T 
wave flattening in V2, V6, D1, aVF and aVL, symmetrical T wave inversions in V3- 
V5, and 0.5 mm ST depressions in V5-V6. These changes showed minor temporal 
variability. Final ECG taken after resolution of symptoms at 6 hour (D) showed 
normalized ST-T segments 
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Ozet 

Kistik ekinokokkoz, Echinococcus granulosus’un larva evresinin (metacestode) 
olusturdugu koyun yetistirme bélgelerinde endemik olan ve en sik ihmal edilen 
hastaliklar arasindadir. Parazit yumurtalari yutulduktan sonra, bagirsagi penetre 
edebilir ve portal dolasim yolu ile tim viicuda ézellikle major filtreleme organlari 
olan karaciger ve akcigerlere yerlesebilir. Bizim vakamiz, viicudun deisik bélgele- 
rinde cok sayida kistlerle presente olmasindan dolay! ilging bir olgudur. Albendazol 
tedavisi aldiktan sonra bazi kistlerin radyolojik regresyona ve bazilarinda ise per- 
forasyon olusmas! ile birlikte cerrahi tedavi gerektirdi. 
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Abstract 

Cystic echinococcosis, caused by the larval stage (metacestode) of Echinococcus 
granulosus, is endemic in sheep raising areas and is among the most neglected 
diseases. Once ingested, parasitic eggs may penetrate intestine and settled via 
portal circulation to whole body especially to liver and lung as being major filter- 
ing organs. Our case is a interesting case, because of presenting multiple cysts in 
different regions of the body. With Albendazol treatment, some radiologic regres- 
sion was shown, but also perforation of some hydatid cysts, surgery was needed 
for treatment. 
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Introduction 

Cystic echinococcosis (CE) is a zoonostic disease produced by 
the larval stage of the cestode, Echinococcus granulosus. Tape- 
worms live in the intestine of dogs or other canines (definitive 
host) and their eggs are passed out with faeces. The eggs dis- 
perse widely and can survive for at least 1 year in external envi- 
ronment. Once ingested by a suitable intermediate host (sheep, 
cattle, goats, pigs, horses, or camels), eggs transform to embry- 
os in intestine, penetrate the intestinal lining, spread through 
the portal circulation, and lodge into tissues, mostly to liver and 
lung as being major filtering organs. Embryos then transform 
to cystic metacestodes in which the infective protoscolices will 
develop. When a canine eat the cystic visceral organ, proto- 
scoleces attached to the intestine of canine and develop into 
mature adult tapeworms in about 40-45 days. Human beings 
can act as intermediate hosts if they ingest the eggs and after 
many years large cyst develop [1,2,3,4]. In 40-60% of patients, 
there were no symptoms and sign. The presenting symptoms of 
pulmonary CE are duo to the mass effect of cyst. The common 
presenting symptoms are as follows: Cough (53-62%), chest 
pain (49-91%), dyspnea (10-70%), and hemoptysis (12-21%). 
Other symptoms described less frequently include dyspnea, 
malaise, nausea and vomiting, and thoracic deformations [5]. 
Cysts can leak to bronchi and become infected [6]. Radiological 
studies are the primary step in the detection and evaluation 
of pulmonary CE, the role of serology is mostly limited to case 
confirmation. Ultrasonography of the abdomen still remains the 
major noninvasive screening and may confirm the diagnosis of 
CE, by demonstrating the pathognomic daughter cysts [7]. The 
computerized tomography (CT) does not confirm the diagnosis 
of CE, as it may mimic malignant and benign conditions such 
as congenital cyst, pseudocyst, or hematomas [8]. However, the 
presence of daughter cysts, germinal epithelium detachment 
and calcification may confirm the diagnosis. Similarly, MRI can 
reveal a cystic mass containing daughter cysts, with rim sign 
and “water lily sign” [9]. Surgery is the main therapeutic ap- 
proach [10]. The use of presurgical medical treatment reduces 
the chances of seeding and recurrence [2]. WHO guidelines for 
CE stated that treatment containing benzimidazoles (mebenda- 
zole or albendazole) are preferred when surgery is not available 
or complete removal is not feasible. Medical treatment can re- 
sult in reduction of the cyst size, but may not effective for large 
cyst. Long term treatment of albendazole, with dose of 400 mg 
twice a day, is somewhat effective for pulmonary CE [2]. 


Case Report 

A 30-year-old woman presented cough and sputum with 4 
months period in the 27th week of pregnancy. Physical exami- 
nation of respiratory system was normal. With abdominal ultra- 
sonography, multiple cysts with 5 cm the largest diameter were 
revealed and suggested the diagnosis of CE and the patient 
was followed-up during pregnancy. After vaginal delivery, CT 
was shot and multiple cysts were detected in liver, lung and also 
in the mediastinum and the abdominal wall (Figure 1A, 1B, 1C). 
Fine needle aspiration was performed to the cyst settled at the 
abdominal wall, scolexes of EG were determined in microscopic 
examination of the cystic fluid. Albendazol (10-15 mg/kg/day) 
treatment was started. At the 12 th day of the treatment, pa- 


Figure 1. Mediastinal window of computerized tomography (CT) showing multiple 
hepatic cysts with different diameters(A); P-A chest graph showing multiple cysts 
at bilateral lower lung fields(B); Mediastinal window of CT showing solitary cystic 
lesion near the arcus aorta(C) 


tient complained from clear liquid and membrane particles com- 
ing from mouth by coughing. After that, she complained from 
recurrent purulent sputum and hemoptysis. At the 3rd month of 
the treatment, thorax and abdominal CT were shot and shown 
that some of the cysts disappeared completely, some of them 
significantly reduced in diameter, some of them drained off via 
bronchus, and some of them were persistant (Figure 2A, 2B, 2C, 


Figure 2: Three month later; P-A chest graph showing perforated multiple cysts 
at bilateral lower lung fields(A); Mediastinal window of computerized tomography 
(CT) showing regression in diameter and activity of liver cysts(B); Mediastinal 
window of CT disappearing cystic lesion that previously presented near the arcus 
aorta(C); Parenchymal window of CT showing that some cysts were stable and 
others perforated(D) 


2D). Because of recurrent infections and hemoptysis, operation 
was planed. First cystotomy and capitonnage were performed 
to the right thorax and one month later same procedures were 
performed to the left thorax. No operation was considered and 
performed to the cysts in the liver, at the mediastinum, and at 
the abdominal wall. 


Discussion 

Cystic echinococcosis is a common entity in the sheep-farming 
areas of Europe, the Mediterranean region, South America, Aus- 
tralia, New Zealand, the Middle East, and Turkey [11]. Human 
infection occurs by ingestion of the eggs of Echinococcus gran- 
ulosus inadvertently with food, especially unwashed vegetables 
and water contaminated with faeces of infected canines [12]. 
The embryos may enter portal circulation from the upper intes- 
tine and may lodge to the liver, the lung and other organs where 
they develop into cysts [1]. In Turkey, the incidence of CE has 
been estimated at 1/2.000 in the general population and nearly 
one-third of all reported cases from Turkey are under the age 
of 20 years [13]. In our case because of multiple presentations 
of cysts at lung, liver, mediastinum, and abdominal wall, we be- 
gan to treat first medically. During medical treatment rupture 
of some cysts were occurred. Although radiologic improvement 
of cysts presented at liver, abdominal wall, and mediastinum 
were satisfactory, existing the recurrent infections, hemoptysis 
and persistence of some lung cysts drove us to surgical treat- 
ment. Operation was first performed to the right than to the 
left thorax. Although promising results have been reported with 
the albendazole treatment, surgery is still first choice for the 
treatment of CE [11]. We think that our case was interesting 
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for having multiple cysts in different regions of the body, for 
showing radiologic regression and perforation of cysts during 
albendazol treatment and for requiring the surgical treatment. 
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Ozet 

intratiroidal paratiroid adenomlarinin, inatg! hiperparatiroidizme neden olmasi na- 
dir degildir. Paratirodektomi ile primer hiperparatiroidizm tedavisinde %95 tize- 
rinde bir basari orani vardir. Olgularin yaklasik %6-16’sinda bir veya daha fazla 
hiperfonksiyone paratiroid glandi ektopik bir lokalizasyonda yerlesim gostermek- 
tedir. Ektopik paratiroid glandlari baskin olarak timus, retrodzofageal bdlge ve ti- 
roid icinde yerlesim géstermektedir. Biz burada total tiroidektomiden sonra sap- 


tanan nadir goriilen dev intratiroidal paratiroid adenomlu iki hastay! sunuyoruz. 


Anahtar Kelimeler 
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Abstract 

Intrathyroidal parathyroid adenomas are a not an uncommon cause of persistent 
hyperparathyroidism. Parathyroidectomy has a success rate of above 95 % for 
cure of primary hyperparathyroidism. In about 6-16 % of cases, one or more hy- 
perfunctioning parathyroid gland(s) are found in an ectopic location. The ectopic 
parathyroid glands were predominantly located in the thymus, retroesophageal 
region and intrathyroidal. Intrathyroidal parathyroid adenomas can be easily con- 
fused adenomatous nodules in the thyroid. Herein we presented two patients 
with rarely giant intrathyroidal parathyroid adenoma which explored after total 
thyroidectomy. 


Keywords 
Parathyroid; Adenoma; Thyroid; Immunohistochemical Staining 


DOI: 10.4328/)CAM.2021 


Received: 13.08.2013 Accepted: 02.09.2013 Printed: 01.09.2013 


J Clin Anal Med 2013;4(suppl 1): 73-6 


Corresponding Author: Recep Bedir, Recep Tayyip Erdogan Universitesi Tip Fakiiltesi, Patoloji Anabilim Dali, Rize, Tiirkiye. 
T: +90 4642130491 F.: +90 4642170364 GSM: +905057331695 E-Mail: bedirrecep@gmail.com 


Journal of Clinical and Analytical Medicine | 73 


Dev intratiroidal Paratiroid Adenomu / Giant Intrathyroidal Parathyroid Adenoma 


Giris 

Primer hiperparatiroidizmin en sik nedeni paratiroid adenom- 
laridir. Sik goriilen bir endokrin bozukluk olup, primer, sekonder 
ve tersiyer alt gruplari vardir. Paratiroid adenomlari bitin olgu- 
larin %85’ini, paratiroid hiperplazisi %15, paratiroid karsinomu 
ise %3-4'ini olusturur. Klinik olarak siklikla semptom vermez- 
ler. Nadir olarak, akut primer hiperparatiroidizm veya paratiro- 
id krizi seklinde kendini gésterebilir [1-3]. Biz burada tiroid i¢in- 
de yerlesim gosteren iki adet dev paratiroid adenom olgusunun 
histopatolojik ve imminohistokimyasal bulgularini literatur es- 
liZinde sunuyoruz. 


Olgu Sunumu 1 

Ellialtt yasinda kadin hasta basa@grisi ve halsizlik sikayetleri ile 
endokrin poliklinigine basvurdu. Laboratuvar incelemesinde se- 
rum Ca seviyesi 9.4 mg/dL (normal seviyesi 8.4-10.2 mg/dl), 
fosfor seviyesi 2.6 mg/dL (normal 2.3-4.7 mg/dL), paratiroid 
hormonu (PTH) 20.370 pg/dL (normal seviyesi 15-68.3 pg/dL), 
tiroid stimtile edici hormon (TSH) 0.11 IU/mL (normal seviyesi 
0.35-4.94 IU/mL) olarak 6él¢ildii. Yapilan tiroid ultrasonografi- 
sinde (USG), tiroid sag lob posteriorunda lobiile konturlu, hipoe- 
koik igerisinde hafif heterojen milimetrik hiperekoik alanlar ige- 
ren semisolid 31x14 mm boyutlarinda nodiler alan izlenmistir. 
Hastaya bilateral total tiroidektomi yapildi. 35 gram agirligin- 
daki tiroidektomi materyalinin sag lobu 5.5x3x2.3 cm, sol lobu 
4.5x2x2 cm, istmusu 2x1.5x0.7 cm boyutlarindadir. Sag lob kesit 
yuzeyinde kapsil altinda yerlesimli 2.7x1.5 cm boyutlarda solid 
kahverenkli nodiler yapi izlendi (Resim 1). Mikroskopik incele- 


Resim 1. Tiroidektomi materyalinin kesit yizeyinde sag lob Uist polde yerlesimli 
kahverenkli solid nitelikte paratiroid adenomu 


mede tiroid dokusu iginde kapsille ¢evrili, solid hicre tabaka- 
lari olusturan oval-yuvarlak niikleuslu, dar sitoplazmali uniform 
goruiniimde hicrelerden olusan timor izlendi (Resim 2). Tumor 
kapsiilUnin kenarinda normal gériintiimde paratiroid bezi mev- 
cuttu. Yapilan immunohistokimyasal incelemede, kromogranin 
ve sinaptofizin ile pozitif boyanma (Resim 3), TTF-1 (Resim 4) 
ve tiroglobulin ile ise negatif boyanma gézlendi. Morfolojik ve 
imminohistokimyasal bulgular ile intratiroidal paratiroid ade- 
nomu tanisi verildi. Hastanin biyokimyasal degerleri ve parati- 
roid hormon seviyesi normal oldugu i¢gin non-fonksiyonel ade- 
nom olarak kabul edildi. 


Resim 2. Cevre tiroid dokusundan (siyah ok), diizgiin fibr6z bir kapsiil (kirmizi ok) 
ile ayrilan paratiroid adenomu (mavi ok) (H&Ex40) 


Resim 3. Paratiroid adenomunda sinaptofizin ve kromogranin pozitifligi (immtino- 
histokimya, kiictik-biiyk resim x40) 


zitif boyanma (immiinohistokimya, x40) 


Olgu Sunumu 2 

Primer hiperparatirodizm nedeni ile takip edilen 43 yasindaki 
kadin hastanin yapilan tiroid ultrasonografisinde (USG), tiroid 
sol lob posteriorunda lobiille konturlu, santrali izoekoik, periferi 
hipoekoik 33x9 mm boyutlarinda nodiler alan saptanmistir. Ti- 
roid adenomu ve paratiroid adenom 6n tanisi olan hastaya, tro- 
id ince ine aspirasyonu yapildi. Sitolojik incelemede, yaymalar- 
da hiicre tabakalar! olusturan bol sayida onkositik hicreler iz- 
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lenmesi ve nodiltin tek olmasi nedeni ile Hiirthle hiicreli neop- 
lazm suphesi tanisi verildi. Paratiroid adenomu, Hirthle hicreli 
tiroid adenomu veya Hirthle hucreli karsinom ayirimi icin histo- 
patolojik inceleme Gnerildi. Hastaya bilateral total tiroidektomi 
yapildi. 39 gram agirligindaki tiroidektomi materyalinin sag lobu 
6x4x2.3 cm, sol lobu 4x2.5x2 cm, istmusu 2x1.8x0.5 cm boyut- 
larindadir. Sol lob kesit yuzeyinde Ust polde kapsil altinda yerle- 
simli 3x2 cm boyutlarda kesit ylizeyi kanamal! kahverenkli solid 
nodiler yap! izlendi. Mikroskopik incelemede tiroid dokusu icin- 
de kapsille ¢evrili, solid hiicre tabakalari ve kordonlar olustu- 
ran oval-yuvarlak nikleuslu, genis eozinofilik sitoplazmali Hirt- 
hle hiicrelerinden olusan_ tiimér izlendi (Resim 5). Tumor kapsti- 
linuin kenarinda normal paratiroid bezi goriinumi mevcuttu. Ya- 
pilan imminohistokimyasal incelemede kromogranin ve sinap- 
tofizin ile diffi pozitif boyanma (Resim 6), TTF-1 ve tiroglobu- 
lin ile ise negatif boyanma goézlendi. Ki-67 proliferasyon indeksi 
%1-2 olarak saptandi. Morfolojik ve imminohistokimyasal bul- 
gular ile intratiroidal paratiroid adenomu oksifilik/onkositik tip 
tanisi verildi. 


Resim 5. Cevresinde tiroid dokusundan (siyah ok) dizgiin bir kapsill ile ayrilan (kir- 
mizi ok) onkositik hiicrelerden olusan vasktiler yapilardan zengin paratiroid ade- 
nomu (mavi ok) (H&Ex40) 


. ; SEER. “SCT it 
Resim 6. Paratiroid adenomunda sinaptofizin ve kromogranin pozitifligi (immtino- 
histokimya, kticiik-btiyiik resim x40) 


Tartisma 

Embriyolojik olarak paratiroid bezleri orjinini 3. ve 4. bronsiyal 
keseden alirlar. Daha sonraki asamada boyundaki son yerlesim 
yerlerine dogru go¢ ederler. Paratiroid bezleri, g6¢ asamasinda 


herhangi bir problem ile karsilasilir ise farkli lokalizasyonlarda 
yerlesim gosterebilirler. Tiroid igindeki paratiroid adenomlarinin 
istmus ile tiroid loblarinin lateralinde fiizyon sonucunda sikis- 
mis paratiroid bezlerinden kaynaklandigi dustinulmektedir. Ekto- 
pik paratiroid adenomlari timusta, 6zofagus arkasinda ve tiro- 
id icinde goriilebilirler. intratiroidal paratiroid adenomu goriilme 
sikligi cerrahi serilerde %1.4-6 arasinda rapor edilmistir [4-7]. 
Yapilan bir galismada ektopik paratirod adenomlari tiroide en 
sik sag lobta ve alt 1/3 kisminda yerlesim gosterdigi bulunmus- 
tur [8]. Bizim olgularimizin biri sa& digeri ise sol lobta Ust pol- 
de yerlesim gostermekte olup, her ikisi de buyUk boyutlardadir. 

Primer hiperparatirodizm siklig! % 0.1 olup, genellikle 50-60 
yaslarinda ve kadinlarda daha baskin olarak gorilur. Hiperkal- 
semi seklinde veya MEN tip | ve MEN tip II sendromlar1 ile bir- 
likte gorilebilir. Hastalik klinik olarak genellikle semptom ver- 
mez. Bazen yasami tehdit eden psikon6rolojik problemlere yol 
acan hiperkalsemi ile karakterize paratiroid krizi_ gérilebilir [1]. 
Primer hiperparatirodizm biyokimyasal olarak serum kalsiyum, 
fosfor ve parathormon seviyelerine bakilarak tespit edilebilir. 
Ektopik yerlesimli paratirod adenomlari preoperatif olarak kes- 
fetmek icin USG ve paratiroid sintigrafisi kullanilmaktadir. Ta- 
illefer ve ark. [9] ektopik yerlesimli paratiroid adenomlarini bo- 
yunda preoperatif lokalizasyonu kesfetmek icin teknesyum Tc 
99m sestamibi kullanimini 6nermislerdir. Sofferman ve ark. [10] 
uzun siren basarisiz servikal paratiroid adenomlarinin kesfinde 
Tc 99m sestamibi ve USG kullaniminin hastaya ek bir maliyet 
yuklemedigini bildirmislerdir. 

intratiroidal paratiroid adenomlari preoperatif olarak tirodin 
adenomatoz nodilleri ile karisiklik gosterebilir. Nodilden yapi- 
lan ince igne aspirasyon yaymalarindaki morfolojik goruintim ile 
tirodin follikiler neoplazm stiphesi ile benzer gérinumii vere- 
bilir [11]. Bizim olgularimizdan birinde oldugu gibi onkositik tip 
paratiroid adenomlarinin ince igne aspirasyon yaymalari, tiroi- 
din Hirthle hiicreli/onkositik neoplazmlari ile tanisal karmasaya 
yol agabilir. Bu nedenle kesin tani ancak tiroidektomi materya- 
linin histopatolojik incelemesi sonucunda koyulabilmektedir. Ti- 
roid nodilu ile paratiroid adenomu morfolojik olarak benzer g6- 
runim vermek ile birlikte, follikiler yapilarin limeninde kolloidin 
olmamasi, nodiliin kapsulintn kenarinda normal paratirod be- 
zinin olmasi paratiroid adenomu lehine bulgulardir. immiinohis- 
tokimyasal inceleme de ayirici taniya yardimci olmaktadir. No- 
dilde TTF-1 ve tiroglobulin negatifligi, sinaptofizin, kromogra- 
nin ve CD56 gibi néroendokrin belirleyicilerin pozitifligi parati- 
rod adenomu tanisi icin yeterlidir. Tiroidin adenomat6z nodille- 
rinde ise TTF-1 ve tirogobulin pozitifligi, noroendokrin belirleyi- 
cilerin ise negatifligi gorilur. 

Primer hiperparatiroidizmin tedavisi genel olarak elektif cerra- 
hidir. Cerrahi tedavinin basarisi lezyon igeren glandin preopera- 
tif lokalizasyonunun tespiti ve anormal bezin normal dokulardan 
ayirt edilmesindeki basariya ba§glidir. Paratiroid krizi ise potan- 
siyel olarak 6limcil bir durum oldugu icin hastanin durumu sta- 
bilize edildikten sonra acilen paratiroidektomi yapiImasi Gneril- 
mektedir. Bu tedavi paratiroid krizi olan hastalar icin temel bir 
tedavi oldugu vurgulanmistir. Ancak hiperkalseminin toksik se- 
viyesi ile cerrahi arasindaki iliski tam olarak acik degildir [1, 2]. 

Sonug olarak, intratiroidal paratiroid adenomlari 6zellikle non- 
fonksiyone oldugu zaman ¢ogu kez tiroidin adenomatéz nodiille- 
ri ile karisiklik gosterebilir. Boyle durumlarda preoperatif yapilan 
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radyolojik ve sitolojik incelemeler ile kesin tani konulmasi zor- 
dur. Kesin tani ancak tiroidektomi materyalinde ¢ogu kez insi- 
dental olarak saptanan nodiltin histopatolojik ve immiunohisto- 
kimyasal bulgulart ile konulabilir. Bu nedenle primer hiperparati- 
roidizm olan hastalarin normalde paratiroid bezlerinin lokalizas- 
yonunda olmasi gereken adenomlarin saptanamadig! durumlar- 
da, tiroid icginde yerlesimli soliter nodillerin paratirod adenomu 
olma olasigi akla getirilmesi gerektigi diisuncesindeyiz. 
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Ozet 

inflamatuar miyofibroblastik tiimor (IMT) prolifere miyofibroblastlar ve inflamatu- 
ar hiicreleri iceren bir neoplazmdir. Viicutta neredeyse her bélgede bildirilmis olsa 
da renal yerlesim oldukga nadirdir. Bébrekte ortaya cikan diger benign ve ma- 
lign igsi hiicreli lezyonlardan histolojik olarak ayrilmasi gerekir. Burada 78 yasin- 
da kadin hastada perirenal doku ve pankreasa lokal invazyon gosteren ve baslan- 
gicta klinik ve radyolojik incelemelerde renal hiicreli karsinom olarak yorumlanan 
sol bobrek yerlesimli IMT olgusu sunuldu. Timor hiicrelerinin immunhistokimyasal 
olarak diiz kas aktini, anaplastik lenfoma kinaz ve vimentin pozitifligi gostermesi 
iMT tanisini destekledi. Bu ender gértilen tiimériin histopatolojik 6zellikleri ve ay!- 


rici tanisi literatiir gézden gecirilerek tartisildi. 
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Abstract 

Inflammatory myofibroblastic tumor (IMT) is a neoplasm of proliferating myofi- 
broblasts, with inflammatory cells. It has been reported in nearly every site of the 
body, but renal location is extremely rare. Histologically it needs to be differenti- 
ated from other benign and malignant spindle cell lesions occurring within the 
kidney. Here, we presented a 78-year-old woman who had IMT of the left kidney 
with local invasion to perirenal tissue and pancreas that was initially misinter- 
preted as a renal cell carcinoma upon clinical and radiographic examinations. The 
tumor cells which were positive immunohistochemically for smooth muscle actin, 
anaplastic lymphoma kinase and vimentin supported the diagnosis of IMT. We 
discussed the histopathological features and differential diagnosis of this rare 


neoplasm in the review of the literature. 
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Introduction 

Inflammatory myofibroblastic tumor (IMT) is a slow growing le- 
sion with an unknown malignant potential which is most com- 
monly found in the lung; however, it may also arise in a variety 
of tissues and organs including the respiratory tract, gastroin- 
testinal tract, central nervous system, orbit, soft tissues, spleen, 
lymph nodes, thyroid, uterus, and heart [1,2]. In the genitouri- 
nary tract, IMT most commonly occurs in the bladder. Also case 
studies of IMT of the kidney, renal pelvis, and ureter have been 
previously reported [3]. IMT occurs primarily in children and 
young adults but can occur at any age [4]. It is composed of in- 
flammatory infiltrate of plasma cells, histiocytes, lymphocytes, 
and eosinophils in a matrix of myofibroblastic mesenchymal 
spindle cells [4]. Although the etiology of this tumor is unclear, 
an exaggerated inflammatory reperative reaction to trauma, 
autoimmune reaction or infection has been suggested as etio- 
logic factors of these lesions [1]. IMT was initially thought to be 
of purely inflammatory origin but recently, these lesions have 
been perceived as low-grade mesenchymal neoplasms associ- 
ated with secondary inflammatory changes. Also further studies 
suggested a neoplastic nature which is evidenced by clonal cy- 
togenetic abnormalities and more aggressive clinical behavior 
such as local recurrence, and even distant metastases [5]. In 
addition, approximately 50 - 70% of IMTs have been shown 
to harbor clonal cytogenetic aberrations of the anaplastic lym- 
phoma kinase (ALK) gene on the short arm of chromosome 2 
at 2p23, and these patients had a higher frequency of recur- 
rence, confirming the neoplastic nature of this subset of IMT 
[4]. IMT has been reported rarely in the kidney, and all the IMFTs 
of kidney reported in literature did not show ALK-1 expression. 
However, this is the first report of ALK-1 positive IMT of the 
kidney with pancreas invasion which may emphasize the role 
of immunohistochemical overexpression of ALK-1 protein in es- 
tablishing the diagnosis of IMT and the relation between ALK-1 
gene expression and IMT’s malignant biological behavior such 
as local invasion. 


Case Report 

A 78 year-old woman presented to our hospital with complaints 
of abdominal pain. There was no previous trauma, and the 
medical history was unremarkable. Laboratory examinations of 
routine blood and urine tests revealed no abnormalities. During 
the clinical evaluation, a left renal mass detected on ultraso- 
nography measuring 25x25x20 cm which located in the upper 
pole of the left kidney, with an extension to the perinephric fat 
tissue. Computed tomography (CT) scan also confirmed an in- 
trarenal mass involving the upper region of the left kidney with 
possible extension into spleen and pancreas tail (Figure 1). The 
contralateral kidney was normal. On the basis of the clinical and 
radiologic findings, a malignancy such as renal cell carcinoma 
was suspected. The patient underwent left radical nephrectomy, 
splenectomy and partial pancreas resection for presumed renal 
cell carcinoma. 

On macroscopic examination, the mass appeared to be a solid, 
firm, white tumor measuring 17x15x6.5cm, and replaced both 
the cortex and the medulla, compressing the pelvis in the upper 
pole of the kidney. The tumor extended to the perinephritic fat 
tissue and showed adherence and invasion to pancreas. It was 


Figure 1: Preoperative CT scan demonstrates a left renal parenchymal mass with 
extension to the pancreas (* indicates the tumor, ** indicates the pancreas tail) 


also densely adherent to the spleen but had no spleen involve- 
ment on gross examination. No gross necrosis or hemorrhage 
was noted. Examination of the microscopic section showed a 
spindle cell proliferative lesion arranged mainly in a short fas- 
cicular pattern among a fibrous stroma, rich in mixed inflamma- 
tory cells composed of plasma cells, histiocytes, lymphocytes, 
and eosinophils. The spindle cell proliferation consisted of 
relatively uniform cells with no nuclear atypia and rare mito- 
ses (Figure 2A, 2B ). Epithelial structures, such as tubules or 
glomeruli, were not found within the tumor. Multiple sections 
studied from the resection materials showed tumor invasion 
in pancreas (Figure 2C). Surgical margins were clear and no 
histologic evidence of extension into the renal vein, artery, or 
ureter was found. 

Immunohistochemically, the spindle-shaped cells expressed 
smooth muscle actin (SMA) (Figure 3A), ALK-1 (Figure 3B), and 
vimentin. HMB-45, desmin, CD34, and pan-keratins were nega- 
tive. Ki-67 proliferative index was 10% (Figure 3C). On the ba- 
sis of the histopathologic and immunohistochemical findings, a 
diagnosis of IMT was made. No adjuvant treatment was given 
after surgical excision and she presented 2 months later with 
recurrent abdominal pain, and pleural effusion and assit was 


Figure 2: (A) Tumor composed of spindle cells admixed with inflammatory cells 
(HE; 100) and, (B) high power shows a distinctive inflammatory cell infiltrate 
composed of plasma cells and lymphocytes (HE; 200~). (C) Tumor invasion to 
pancreas (HE; 100). 
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Figure 3. Immunohistochemical expression of (A) SMA (DAB; 100x), (B) ALK-1 
(DAB; 200~x) and, (C) Ki-67 (DAB; 200~) in tumor cells. 


noted on abdominal USG. USG guided thoracentesis and para- 
centesis were performed and the diagnosis was benign cytol- 
ogy, but seven months after surgery, the patient died because of 
complications related to tumor invasion and treatment. 


Discussion 

Urinary tract IMTs are uncommon and may mimic other more 
common malignancies. Most patients present with a solitary 
mass, although in some patients multiple masses involving one 
region have been reported [2]. There are only a few reports in 
the literature reporting IMT in the kidney. In all these reports, 
IMTs were non-invasive and confined to organ borders. We re- 
port the clinicopathological features of an intrarenal IMT pre- 
senting as a large mass in the upper region of the left kidney 
with extension into pancreas. The mass was initially considered 
an aggressive malignant neoplasm according to radiological 
and clinical examinations. 

Three histologic patterns have been identified in IMT, including 
a myxoid vascular pattern, a compact spindle cell pattern and 
a hypocellular fibrous pattern [2]. In the majority of tumours, 
one pattern dominates with some representation from the oth- 
er patterns. Nuclear pleomorphism and mitotic figures are not 
prominent, but occasional atypical cells with large nuclei can 
be seen [6]. Immunohistochemically, most cases of IMT express 
SMA and muscle-specific actins. Some cases have desmin and 
cytokeratin reactivity [6]. ALK immunostaining is detected in 
40%-60% of cases [7]. The histology in our case is consistent 
with the second pattern. Immunohistochemical studies, includ- 
ing our study, support the myofibroblastic nature of this lesion 
with consistent expression of vimentin and SMA. 

IMT may also be differentiated from malignant tumors such as 
sarcomatoid renal cell carcinoma, myxoid leimyosarcoma, fi- 
brosarcoma, rhabdomyosarcoma, malign fibrous histiocytoma, 
and malignant nerve sheath tumors, by the absence of dense 
cellularity, cellular pleomorphism, necrosis, severe atypia, high 
mitotic rates and with the help of immunohistochemical stain- 
ing of IMTs for ALK-1 [8]. 

Histologically, IMT usually lacks mitoses, atypia, and pleomor- 
phism of cells. Presence of a polymorphous inflammatory in- 
filtrate supports the diagnosis of IMT [2]. The histopathologic 
features that are associated with aggressive behavior remain 


undetermined, although the presence of cellular atypia, gangli- 
on-like cells, increased mitotic figures, multinodularity, DNA an- 
euploidy, elevated Ki-67 proliferative index, and oncogenic pro- 
tein overexpression, such as ALK, p53, and bcl-2 may identify a 
subset of tumors that have the potential for recurrence or ma- 
lignant transformation [9]. In our case cellular atypia, ganglion- 
like cells and, multinodularity were not observed. Mitotic figures 
and Ki-67 proliferative activity were low; however we observed 
ALK expression in spindle shaped tumor cells. 

Coffin et al. [4] demonstrated that ALK-positive IMTs were di- 
agnosed in younger patients and had a tendency to recur. How- 
ever, ALK-negative IMTs were associated with the presence of 
metastases [4]. They concluded that, ALK reactivity may be a 
favorable prognostic indicator in IMT and abdominopelvic IMTs 
recur more frequently [4]. Recently in the study of Kapusta et 
al. [3] all of the cases of IMT of kidney were negative for ALK-1 
[3]. Inconsistent with the findings of Coffin et al. [4] our patient 
was an old woman, and the tumor with local invasion to pan- 
creas, showed ALK-1 immunoreactivity. Although the follow up 
has been 7 mounths during this time neither recurrences nor 
metastases have been observed in our patient. 

ALK-1 negative IMT of kidney may represent a subset of IMT 
with different disease process or subset that may be reactive 
in nature [3]. The relation between ALK-1 gene expression and 
IMT’s agressiveness such as tendency to recur, infiltrative local 
growth, vascular invasion, and malign transformation has not 
been clarified. Further investigation is necessary to determine 
whether IMT has a different transforming mechanism or if dif- 
ferent regions of the ALK-1 gene are involved in the pathogen- 
esis of this lesion [4,7]. As in our case, ALK-1 positive immu- 
noreactivity can be correlated with aggressive clinical features 
such as infiltrative growth. 

The clinical course of IMT is usually relatively indolent but re- 
currences are documented especially in the extrapulmonary le- 
sions, which are larger than 8 cm and which are locally invasive 
[2]. A small subset of IMT (10-15%) shows a more aggressive 
and metastatic phenotype, and also malignant transformation 
has been reported, ranging from 8% to 18% in some investi- 
gations [2,4,6,9]. Complete surgical resection, if possible, is 
the treatment of choice for most IMTs and, radiation therapy 
or chemotherapy has been tried in unresectable cases. In the 
literature review of renal IMTs, surgical excision has been the 
course of therapy with no evidence of recurrence or metastatic 
disease reported [2]. 

IMT can be confused with both reactive processes as well as 
potentially malignant neoplasm, therefore considering its ex- 
istence in the kidney is of utmost clinical significance. The 
morphologic and immunohistochemical features of these neo- 
plasms emphasize the difficulties in distinguishing these benign 
neoplasms from more aggressive spindle cell tumors of the kid- 
ney. The demonstration of ALK-1 expression in renal IMT may 
contribute to confirm the diagnosis of IMT in the wide spectrum 
of spindle cell tumors of the kidney, also its expression may give 
an idea about the behavior of the tumor in collaboration with 
morphological findings. 
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Ozet 

Benign paroksismal pozisyonel vertigo en sik rastlanilan periferik vestibiiler sis- 
tem hastaligidir. Hastaligin etyolojisinde basta kafa travmasi ve uzamis yatak is- 
tirahati olmakla beraber, labirentit, i¢ kulak iskemisi , kronik stiptiratif otitis media, 
stapes cerrahisi ve ilaclarin rol aldigi bildirilmistir. Ancak hastalarin %58’inde se- 
bep bilinmemektedir. Safra kesesi kanseri nedeni ile 5-Flurourasil kullanan hasta- 
mizda rastlanan BPPV ise bu ilaclar igin su ana kadar tanimlanmamis bir yan etki 
olup yapilan testlerle ve spesifik tedavi ile diizelme gostermistir. Bu nedenle de bu 
tiir kemoterapik ajanlara bagli gelisecek BPPV'li olgularda bu semptomlarin ilagla- 
ra bagl bulanti kusmalar ile karistirilmadan BPPV tanis! konularak bu sekilde teda- 


vi edilmelerinin hastalar icin daha onemli bir konfor saglayacagina inanmaktayiz. 
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Abstract 

Benign paroxysmal positional vertigo is the most frequently occurring peripheral 
vestibular system disease. It is reported that head trauma and prolonged bed 
rest in particular, and labyrinthitis, inner ear ischemia, chronic suppurative otitis 
media, stapes surgery and medicines take part in etiology of the disease. How- 
ever, the disease has unknown causes in 58% of the patients. BPPV that was 
encountered in our case who using 5 fluorouracil due to gallbladder cancer, is a 
side effect that is not yet defined, and makes progress with performed tests and 
specific treatment; and it was considered as a BPPV case occurring in relation 
with 5 FU. For this reason, we believe that treating the patient according to BPPV 
diagnosis will provide a more important comfort for the patients in cases of BPPV 
occurrences in relation with chemotherapeutic agents, these symptoms should 
not be confused with nausea and vomiting related to the drugs. 
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Introduction 

Benign paroxysmal positional vertigo (BPPV) is the most fre- 
quently occurring peripheral vestibular system disease and it 
spontaneously occurs in all ages more frequent in the 50-70 age 
group. Dizziness symptoms appear upon sudden head move- 
ments and last for a very short time. It is reported that head 
trauma and prolonged bed rest in particular, and labyrinthitis, 
inner ear ischemia, chronic suppurative otitis media, stapes sur- 
gery and medicines take part in etiology of the disease. Howev- 
er, the disease has unknown causes in 58% of the patients [1]. 
BPPV is the most common form of the vertigos originating from 
peripheral origin. The diagnosis is based on findings of typical 
positional rotatory nystagmus during Dix-Hallpike test. It is be- 
lieved that pathophysiology causes otoconia particles to move 
within the endolymph fluid and go to semicircular canals, move 
in semicircular canals by the influence of gravity and stimulate 
the cupula, and as a result it causes vertigo and nystagmus [2]. 
We discussed the case that received chemotherapy treatment 
upon the diagnosis of adenocarcinoma of the gallbladder treat- 
ment in our clinic; it was diagnosed as BPPV right after this 
treatment and the treatment of BPPV was started to be given. 
We discussed the effect of the chemotherapy on BPPV. 


Case Report 

Fourty six years old woman patient, who consulted our emer- 
gency department for having abdominal pain complaint, was 
diagnosed as acute cholecystitis, and cholecystectomy was 
performed. Liver bed resection and paraaortic lymph nodes 
dissection were performed on the patient whose pathological 
result was reported as adenocarcinoma. Chemoradiotherapy 
was planned for the patient who resorted to our clinic for ad- 
juvant therapy in the postoperative period. Administration of 
adjuvant chemotherapy (CT) consisting of 5 fluorouracil (SFU) 
was Started. Beginning from the first treatment, dizzy spells, 
nausea, and vomiting complaints that were provoked by head 
movements arose. First, antiemetic and antivertiginous treat- 
ments were administered to the patient because it was be- 
lieved that these complaints were caused by chemotherapy. 
We perform a cranial Magnetic Resonance Imagining (MRI) to 
rule out a central cause. Cranial MRI was normal. Otorhinolar- 
yngology clinic consulted the patient, who did not make sig- 
nificant progress with regard to the recovery of the complaints 
and whose neurological examination and the cranial MRI was 
normal, with pre-diagnosis of peripheral vertigo. The patient 
having dizziness complaint that lasts for a very short time and 
appears upon head movements did not describe tinnitus and 
hearing impairment. The patient did not have a background of 
chronic otitis media, Meniere’s disease and head trauma and 
had normal results from bilateral otoscopy. The patient was 
specified as having vertigo and positional nystagmus upon head 
shake test and tended to the right as it was observed in straight 
line walking test. The patient, whose pure tone audiometry was 
normal, was tested using Dix-Hallpike test for BPPV. Test was 
ended upon vertigo complaints on the right side of the patient 
and positional nystagmus was observed during the test. The pa- 
tient was considered as she can tolerate Epley maneuver, this 
maneuver applied as treatment upon the diagnosis of BPPV. Di- 
menhydrinate 50 mg/ml treatment was terminated. The patient 


continued to receive adjuvant chemotherapy treatment without 
having vertigo complaints. 


Discussion 

BPPV is the most common form of the vertigos originating from 
peripheral origin. In the case of BPPV, dizziness occurs during 
head movements. It is sudden, short-term and considerably in- 
tense. It usually lasts for about 10-30 seconds. Hearing is nor- 
mal and it is not accompanied with tinnitus. Also our patient did 
not describe tinnitus and hearing impairment. These symptoms 
were notably important for our case because effects especially 
such as nausea and vomiting are common symptoms for the 
patients who receive chemotherapy treatment. For this reason, 
these symptoms were the first considered CT side effects and 
BPPV was realized later. Yang et al. reported that, in three cas- 
es that were treated with radiotherapy due to nasopharyngeal 
cancer, BPPV occurred in relation with ionizing radiation [3]. In 
the treatment of these patients repositioning maneuver of the 
particles was used and favorable results were attained in two 
patients. BPPV case related to CT has not been reported in the 
literature. In our case, BPPV was considered upon background 
and examination findings, and the patient was treated for BPPV 
and showed complete recovery. 

It is known that vertigo has many central and peripheral reasons 
and some of them are medicine related reasons. The primary 
medicines that can be considered are antibiotics, salicylates and 
anti-inflammatories, diuretics, anti-convulsives, anti-malarial 
medicines, quinidine, caffeine, sulfonamides, some sedatives, 
toxins, some chemotherapeutic agents [4,5]. Dizziness that oc- 
curred in relation with the medicines is often accompanied with 
hearing loss and tinnitus. If the medicines are continued to be 
taken, vertigo complaints continue as well. Any kind of hearing 
complaints accompanying with dizziness was not recorded. Al- 
though our patient had been using CT agents, complaints were 
completely recovered after BPPV treatment. cocleotoxic and 
vestibulotoxic effects of CT drugs are known, however there is 
no BPPV case that was reported before. 

In the radiotherapy program of our patient, 5 FU was used as 
chemotherapeutic agent. These agent can cause variable side 
effects according to different dose schemas, such as nausea, 
vomiting, diarrhea, stomatitis, alopecia and leucopenia. The 
most important dose restriction requiring side effects are my- 
elosuppression, diarrhea, and hand-foot syndrome [6]. 5FU also 
can cause neurological side effects due to the cerebellar toxici- 
ty. In our patient with the ENT examination and with the normal 
neurological examination and the cranial MRI the patient was 
diagnosed as BPPV. In cancer patients with vertigonous symp- 
toms for the possibility of metastasis in the posterior cranial 
fossa the cranial MRI could be used to rule out a central cause 
like in our case. 

BPPV that was encountered in our case, is a side effect that 
is not yet defined, and makes progress with performed tests 
and specific treatment; and it was considered as a BPPV case 
occurring in relation with 5 FU. For this reason, we believe that 
treating the patient according to BPPV diagnosis will provide 
a more important comfort for the patients in cases of BPPV 
occurrences in relation with chemotherapeutic agents, these 
symptoms should not be confused with nausea and vomiting 
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related to the drugs. 

We concluded that when a patient undergoing CT suffers from 
vertigo, this does not necessarily have to be a side effect of CT. 
We must rule out other causes, including BPPV. 
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Ozet 

Cockayne sendromu CSA (ERCC8) ve CSB (ERCC6) genlerindeki mutasyonlarin ne- 
den oldugu niikleotit ekzisyon tamir mekanizmasindaki defektler sonucu gorillen, 
¢ok nadir otozomal resisif bir hastaliktir. Karakteristik bulgulari kasektik dwar- 
fism, norolojik dejenerasyon, psikomotor gerilik, mikrosefali, pigmenter retinopa- 
ti, sensdrindral isitme kaybi ve fotosensitivitedir. Bu vakada kasektik boy kisaligi, 
mikrosefali, mental retardasyon, dismorfik yuiz goriiniimu, mitral yetmezlik, akut 
renal yetmezlik, inmemis testis ve pektus karinatum gibi bulgulara sahip olan 10 
yasinda bir erkek hasta sunulmustur. Hastamiz konusamuyor ve yuriiyemiyordu. Bu 
vaka kompleks beyin MRI bulgulari yaninda, Cockayne sendromunda daha 6nce 
rapor edilmemis mitral yetmezlik, inmemis testis ve pektus karinatum gibi bulgu- 
lar nedeniyle sunuldu. 
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tus Karinatum 


Abstract 

Cockayne syndrome is a very rare autosomal recesive inherited disease associ- 
ated with nucleotide excision repair defects caused by mutations in CSA (ERCC8) 
and CSB (ERCC6) genes. Characteristic features of this syndrome are dwarfism, 
neurological degeneration, microcephaly, pigmentary retinopathy, sensorineural 
deafness and photosensitivity. Here we describe a male patient, at 10 years old, 
with cachectic dwarfism, microcephaly, dysmorphic facial features, cardiac de- 
fect, acute renal failure, several abnormal brain MRI findings, and undescended 
testis. He couldn't walk and speak yet. We presented this case because of complex 
MRI findings of brain, and besides, novel features such as mitral insufhency, unde- 
scended testis, and pectus carinatum, were not described in Cockayne syndrome 
previously. 
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Giris 

Cockayne sendromu ilk olarak 1936 yilinda Cockayne tarafin- 
dan tanimlanan otozomal resesif olarak kalitilan cok nadir bir 
hastaliktir [1]. Bati Avrupa’da hastaligin mimimum insidans 
2.7/1.000.0000 olarak degerlendirilmistir [2]. Sendromun ka- 
rakteristik bulgular! kasektik dwarfism, nérolojik dejenerasyon, 
psikomotor gerilik, mikrosefali, pigmenter retinopati, sens6ri- 
noral isitme kaybi, prematir aging ve fotosensitivitedir [3]. Mik- 
roretrognati, kondiiler displazi, oligodontia gibi oral ve dental 
anomaliler de sendrom ile iliskilidir. Hastalik progresif seyirlidir, 
klinik bulgular ve bulgularin siddeti zamanla artmaktadir. Bu ne- 
denle yasa gore hastalarin klinik spektrumu degismektedir. Coc- 
kayne sendromu CSA (ERCC8) ve CSB (ERCC6) genlerindeki mu- 
tasyonlarin neden oldugu niikleotit ekzisyon tamir mekanizma- 
sindaki defektler sonucu goriiliir [4]. 

Bu vakada CS icin karakteristik olan kasektik boy kisaligi, mik- 
rosefali, mental retardasyon, dismorfik yiz gorunimU yaninda, 
daha once Cockayne sendromu ile birlikteligi rapor edilmemis 
mitral yetmezlik, inmemis testis ve pektus karinatum gibi bulgu- 
lara sahip olan 10 yasinda bir erkek hasta sunulmustur. 


Olgu Sunumu 

10 yasindaki erkek hastamiz aralarinda akrabalik bulunma- 
yan saglikli anne ve babanin dciincii ¢ocugu olarak gebeligin 
40. haftasinda spontan vajinal yolla doSmustur. Dogum agirligi 
3500 gr olan hastamizin dogumdaki boy ve bas ¢evresi dlciim- 
leri bilinmiyor. Hastamizin saglikli iki kiz kardesi var. Hastamiz 
ile benzer bulgulara sahip oldugu diistinilen ailenin bir erkek ¢o- 
cugu daha 6nce hayatini kaybetmis. 

Ailenin ifadesine gore hasta, zamaninda basin! dik tutmaya ve 
desteksiz oturmaya baslamis, ancak 2,5 yasinda destekli yuri- 
meye baslamis olan hasta 3 yasindan sonra tamamen yirtiye- 
mez olmus. Hastamiz konusmaya hi¢ baslayamamis. 

Fizik muayenesinde hastamiz kasektik gériinuimli, deri alti yag 
dokusu ve kas dokusu azalmis, ciddi boy kisalig! ve mental re- 
tardasyon ozellikleri sergiliyordu. Bas ve yiiz bulgulari; mikrose- 
fali, iggen yz gortinumi, seyrek saglar, derin yerlesimli gozler 
(enoftalmi), pinched burun, biiyk ve prominent yerlesimli kulak- 
lar (Sekil 1). Hastamizin ayrica dis girikleri ve kuru derisi var- 


Sekil 1: Hastanin dismorfik yiiz 6zellikleri; mikrosefali, iggen yiiz goriinuimt, sey- 
rek saclar, derin yerlesimli gozler (enoftalmi), pinched burun, biiyiik ve prominent 
yerlesimli kulaklar 


di. iskelet sistemi muayenesinde pektus karinatum, el ve ayak 
parmaklarinda fleksiyon kontrakturii saptandi. Genital muaye- 
nesinde testisler skrotumda palpe edilemedi. USG’de inguinal 
yerlesimli normalden kiigik testisler saptandi. Ekokardiyogra- 
fide mitral yetmezlik tespit edildi. Kan biyokimyasinda hipoal- 
buminemi, Urdik asidozis ve artmis transaminaz seviyeleri ¢i- 
kan hasta akut renal yetmezlik tanisi ile periton diyalizine alindi. 
Hastanin kraniyel MR bulgular! yaygin nérolojik dejenerasyon ile 
uyumluydu; korpus kallosum, serebrum, serebellum, serebellar 
hemisferler ve bazal ganglionlarda atrofi, bulbus, pons ve me- 
sencephalonda hafif hipoplazi, optik radyasyo ve sentrum ova- 
lede dismyelinizasyon, Ugiincl ve dordiincii ventrikilllerde dila- 
tasyon, ayrica retroserebellar araknoid kist saptand!. EMG duyu 
ve motor sinirlerin etkilendigi, demiyelinizan ve aksonal tipte 
polindropatinin varligini ortaya koydu. 


Tartisma 

Cockayne sendromunun klinik olarak agir formu olan erken bas- 
langicli tipi hastaligin konjenital bulgularini tasir ve prenatal bi- 
yume geriligi, agir nérolojik disfonksiyon ve erken 6liim ile sey- 
rederken, daha hafif formu olan ge¢ baslangicli tipinde bulgu- 
lar dogumdan sonra, ge¢ cocukluk déneminde veya yetiskinlik- 
te ortaya cikar [5]. Hastaligin karakteristik bulgular! kasektik 
dwarfism, norolojik dejenerasyon, psikomotor gerilik, mikrose- 
fali, pigmenter retinopati, sensérindral isitme kaybi ve fotosen- 
sitivitedir [3]. Buyime geriliZi tim hastalarda g6riluir. Boydan 
daha cok kilo etkilendigi icin ‘kasektik dwarfism’ tabiri kullani- 
lir. Tim CS'li hastalarda g6riilen nérolojik disfonksiyon, yiirii- 
me ve konusma baslangici dénemlerinde kendini gésterir. Men- 
tal retardasyon da CS’de mutlaka goriilen bir 6zelliktir [4]. Sant- 
ral sistemi gortintllemelerinde serebral ve serebellar atrofi, be- 
yaz cevher anomalileri ve beyin kalsifikasyonlari en 6nemli bul- 
gulardandir [6]. 

Bu olguda sundugumuz hastamiz CS icin karakteristik kabul edi- 
len bulgularin goguna sahiptir. Kaseksi, boy kisaligi, mikrosefa- 
li, gelisme geriliZi, mental retardasyon, norolojik dejenerasyon 
vb. Bununla birlikte isitme kaybi, pigmenter retinopati, ve foto- 
sensitivite gibi baz! 6nemli bulgular hastamizda bulunmamak- 
tadir. isitme kaybi CS hastalarinda kardinal bir bulgu olmasina 
ragmen kaybin hafifligine gore bazi hastalarda tespit edileme- 
mis olabilir. Pigmenter retinopati de hastaligin ileri evrelerinde 
yasla birlikte ortaya ¢ikabilecek bir bulgudur. Fotosensitivite ise 
bazi hastalarda belirgin olmayabilir [4]. 

Hastamizda CS sendromu icin tipik bulgularin yani sira nadir 
goriilen bulgular da vardir; akut renal yetmezlik, mitral yetmezli- 
gi, inmemis testis ve pektus karinatum gibi. CS’nin kardinal bul- 
gularindan sonra en sik goriilen 6nemli bulgularinda birisi has- 
talarin %10’unda gelisen renal komplikasyonlardir [3]. CS has- 
talarinda diger organ anomaiileri ise son derece nadir gorilur. 
Bugiine kadar literatiirde CS hastalarinda major bir konjenital 
kardiyak defekt rapor edilmemistir. 

Bu olguda sundugumuz Cockayne sendromlu hastamiz, sendrom 
igin tipik olan bulgulari yaninda, bugiine kadar CS ile ilsikisi gos- 
terilmemis mitral yetmezlik, inmemis testis ve pektus karina- 
tum gibi bulgulariyla nadir bir vaka olarak karsimiza ¢ikmakta- 
dir. Bu anomalilerin Cockayne sendromu ile iliskisini kanitlamak 
igin yeterli veriye sahip olmasak da, bu hastaligin klinik spekt- 
rumunun ne kadar genis olabilecegine dair ipuclar! vermektedir. 
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Ozellikle yiirlime ve konusma ¢agindaki cocuklarda bu becerile- 
rindeki gecikmeler her zaman icin norogelisimsel hastaliklardan 
kusku duyulmasini gerektirmektedir. Cockayne sendromu da bu 
hastalik gruplarinda nadir gériilen ama progresif 6zelligi ile er- 
ken taninmasi gereken bir hastaliktir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Kist hidatik hastaligi halen diinyanin birgok bélgesinde endemik olarak gortilmekte 
ve bélgemiz ve tilkemiz icin yaygin bir saglik sorunu olarak 6nemini korumaktadir. 
Sunumumuzda baska odag! saptanamayan izole primer retroperitoneal yerlesimli 
kist hidatik olgusunun sunulmustur. Kist hidatik, retroperitoneal kitlelerinin ayirici 


tanisinda diistiniilmesi gereken nadir bir durumdur. 
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Abstract 

Hydatid disease is still seen as an endemic disease in several regions of the world 
and holds importance for both our country and region as a common health prob- 
lem. We present an isolated primary retroperitoneal hydatid cyst, without any 
other confirmed cyst localization. Hydatid cyst should be considered for differen- 


tial diagnosis of retroperitoneal masses, as a rare location. 
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Introduction 

Hydatid disease is still seen as an endemic disease in several 
regions of the world and holds importance for both our country 
and region as a common health problem [1]. This disease is a 
zoonosis, caused by the larva cestods of Echinococcus species 
[1]. Anatomic localizations of the cysts are reported to be highly 
variable. Retroperitoneal involvement of hydatid disease is rare 
[1-3]. We present an isolated primary retroperitoneal hydatid 
cyst, without any other confirmed cyst localization. 


Case Report 

A 31-year- old woman was referred to our surgical policlinic 
with abdominal pain and abdominal mass of unknown origin. 
Physical examination revealed a left sided abdominal mass. Ab- 
dominal CT scan showed, a 12 cm sized mass with septations 
in front of the left psoas muscle and extending to the inferior 
pole of the left kidney (Fig. 1). The tumor markers as well as the 
indirect haemagglutination test for echinococcus granuolsus 
were negative. Surgical intervention was planned. During the 
surgical exploration, a lobulated cystic mass, located in front of 
the left psoas muscle, and medial side of the descending colon, 
adjacent to the inferior pole of left kidney. Total excision of the 
mass was performed (Fig. 2). The left ureter was also preserved 
without perforating the cystic mass. The postoperative period 
was uneventful and the patient was discharged on the third day. 
Histopathologic examination revealed hydatid disease. Oral al- 


Figtire 1. Abdominal CT scan image 


ff totem e 


Figtire 2. Total excision of the mass was performed 


bendazole treatment was started after the histopathologic con- 
firmation. 


Discussion 

The human beings are random intermediate hosts for infes- 
tations of echinococcus species [1]. Mature parasites settle in 
small intestines of carnivore animals. The eggs of the para- 
sites are spread within feces of these animals [1]. Intermediate 
hosts get infected within digestion. Spawned embriyos, trans- 
pass to the blood through the intestinal mucosa then become 
able to invade any tissue of the body [1-3]. The liver as high as 
50-70%, the lungs as 11-17%, the soft tissues as 2.4-5.3%, the 
heart as 0,5-3%, and the muscle and subcutaneos tissues as 
0.5-4.7% were reported as cyst localizations. Retroperitoneal 
space is an uncommon localization for hydatid disease [1-5]. 
The differential diagnosis of retroperitoneal cystic masses con- 
sist of lymphangioma, mucinous cystadenoma, mesonephric 
cystadenoma, mesothelial cyst, hydatid cysts, cystic teratoma 
[1,6]. Ultrasonography, CT and MRI may be useful in the diagno- 
sis of cystic masses. In our case, the cystic mass was detected 
by CT, the diagnosis of hydatid cyst was made by histopatho- 
logical examination.Dinleyin 

Hydatid cyst disease, usually has a silent course, without any 
clinical symptoms. Patients usually get randomly diagnosed by 
screening procedures administered for any other reasons. Dull 
abdominal pain is the most common complaint by symptomatic 
patients. Fatigue, fever, dyspepsia and nausea are other non- 
specific symptoms. During complicated cyst hydatic cases, fe- 
ver and jaundice or even anaflactic reaction can be seen [1,5,6]. 
Cysts located outside the liver, could be primarily or secondarily 
[7]. Primary hydatid cysts of retroperitoneal space are rarely 
seen, compared with more common secondary multiple cysts 
of the region [7,8]. 

Most secondary cysts are caused by the rupture of the primer 
cysts in the liver [7]. The etiology of secondary diffuse abdomi- 
nal hydatidosis is usually related with the rupture of the hyda- 
tid cyst in the liver and implantation of fertile scolices inside 
the peritoneum afterwards [7]. Ten percent of the liver hydatid 
cysts, rupture into the peritoneal cavity. These rupture usually 
occurs following abdominal trauma but it can sometimes occur 
spontaneously [7,8]. 

Complications such as rupture of the retroperitoneally located 
hydatid cysts into the large vessels, ureteral invasion or pres- 
sure effect to the adjacent structures were reported [5-7]. As 
for our case, even the cyst diameter reached 15cm, no compli- 
cation had occured. 

Preoperative initiation of albendazole is recommended by many 
authors in patients scheduled for surgery due to hydatid cyst 
[7]. Preoperative use of medical therapy consisting of alben- 
dazole facilitates complete resection of the germinal layer by 
detaching it from the laminar layer, thus reducing not only the 
recurrence rates but also the postoperative complications, es- 
pecially bilious fistulas [7]. In our case, the definitive diagnosis 
of hydatid disease was only possible after histopathological ex- 
amination so that made the treatment with albendazole in the 
postoperative period. 

Currently, most viable treatment procedure for hytatid disease 
is surgery, open or laparoscopic within the selected cases. Pri- 
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mary goals of the surgery are taking out all living cysts from 
the patient, sterilization of cyst contents, and excision of ger- 
minative membrane. Carefully taking out the cyst and its ger- 
minative membrane without spreading cyst contents into the 
abdominal cavity is essential [7-9]. In our case, total cyst exci- 
tion without perforation is achieved. 6 month long albendazole 
treatment was advised to avoid post operative recurrence risk, 
however there are reports claiming that postoperative albenda- 
zol treatment is unnecessary for hydatid disease of retroperi- 
toneum [8,9]. 

Hydatid cyst disease still holds importance for both our region 
and country, as a common health issue. It should be noted that, 
this disease can be seen various anatomic locations outside the 
liver. Hydatid cyst should be considered for differential diagno- 
sis of retroperitoneal masses, as a rare location. 
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Gzet 

Piebaldizm, KIT gen mutasyonu sonucu melanoblastlarin farklilasmasi ve deriye 
gociindeki bozukluktan kaynaklanan, otozomal dominant kalitilan, ender gérillen 
bir hastaliktir. Frontal bolgedeki saclarda beyazlama (Beyaz percem) ve simetrik 
yerlesen hipo veya depigmente yamalarla karakterizedir. Biz burada saginda be- 
yaz percem, viicudunda simetrik beyaz yamalar olan, iki kizkardesinde benzer ya- 


kinmalar bulunan bir olguyu sunuyoruz. 
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Abstract 

Piebaldism is a rare, autosomal dominant disease resulting from mutation in 
the KIT gene which affects differentiation and migration of melanoblasts. It is 
characterized by white forelock on central frontal scalp and symmetrical stable 
hypopigmented or depigmented macules. We report here in a 20-year old male 
patient who has symmetric white patches on his skin and white hair from birth 


with similar complaints in his two sisters. 
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Introduction 

Piebaldism is a rare, autosomal dominant disease characterized 
by the congenital absence of melanocytes in affected areas of 
the skin and hair, results in mutations of the KIT gene on chro- 
mosome 4q12, which affects the differentiation and migration 
of melanoblasts from the neural crest during the embryonic life 
[1]. The skin depigmentation is very characteristic for the dis- 
ease. Affected individuals always present at birth, white patches 
are characterized by rigorous symmetry and affect mostly the 
face, anterior portion of thorax and abdomen, arms, forearms, 
legs, and thighs [2]. Piebaldism is a permanent condition which 
mostly has a static course and it may be a socially disabling 
manifestation for the patient. 


Case Report 

A 20-year-old male patient referred to our outpatient clinic for 
white color change in his scalp and face. On dermatological 
examination, there were a white triangular forelock extending 
from vertex to frontal scalp and a white plaque on the center of 
forehead including medial eyebrows (Figure 1). Irregular, sharp- 


Figure 1. Irregular, sharply demarcated, symmetrical, and wide depigmented 
patches neck, front of trunk and extremities. Note the islands of hyperpigmented 
macules within depigmentation. 


ly demarcated, symmetrical, and wide depigmented patches in- 
cluding some repigmentation islets on front of trunk, neck, arms 
and legs have also been determined (Figure 2,3). Hands, feet 
and shoulders were not affected. Family history showed that 
his two sisters also had similar lesions on their scalp and trunk. 
Routine laboratory examinations including complete blood 
count, liver and renal function tests were within normal ranges. 
In histopathological examination of lesional skin, any melano- 
cytes weren't detected as compatible with piebaldism. There 


Figure 2. Depigmented patches over the extremities 


Figure 3. White triangular forelock extending from vertex to frontal scalp and a 
white patches on the center of forehead. Also note the whitening of hair of the 
medial eyebrows. 


weren't any abnormalities noted in hearing tests and visual ex- 
aminations which can be associated with piebaldism. The pa- 
tient was diagnosed as familial piebaldism with these findings. 
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Discussion 

First descriptions for piebaldism date back to early Egyptian, 
Greek and Roman writings [3]. The disease gene causing pie- 
baldism was firstly identified by Giebel and Spritz in a large 
family in 1991 [4]. Some recent studies have shown that it was 
mostly caused by mutations in the KIT gene which encodes the 
cell-surface receptor transmembrane tyrosine kinase for the 
steel factor [5]. To date, more than 60 mutations of the KIT 
gene have been reported in piebaldism. 

Clinical manifestations of piebaldism strongly correlate with 
the site of the mutation of the KIT gene. Both males and fe- 
males are equally affected, and no race is spared [6]. As well 
as a white forelock of hair may be the only manifestation in 
80-90% of patients, both the hair and the underlying forehead, 
eyebrows, eyelashes, and trunk may be affected as in our case 
[7]. Depigmented macules are rectangular or irregular in shape 
and generally have a symmetrical distribution. Characteristi- 
cally islands of hyperpigmentation are present within and at 
the border of depigmented areas like our case [6]. Although the 
disease has a stabile course, a few cases progress or recover 
partially or completely, especially after injury have also been 
reported [8]. 

A number of syndromes like Waardenburg syndrome, Albinism- 
Deafness syndrome, Tietz syndrome which don’t show kit gene 
mutation but characterized by piebald-like hypopigmentation of 
skin and hair have also been described [2]. No abnormalities 
have been found in hearing tests and visual examinations of our 
case for screening these syndromes. 

Piebaldism should be differentiated from some other conditions 
characterized by depigmentation of hair and skin such as seg- 
mental vitiligo and albinism. These diseases in the differential 
diagnosis of piebaldism are easily excluded. Segmental vitiligo 
may rarely be present at birth, but is generally acquired later in 
life and has linear, unilateral distribution. It is not genetically in- 
herited, although it may run in some families. Albinism is a con- 
genital genetically inherited disorder, but is characterized by 
partial or complete absence of melanin production in skin, hair 
and eyes, generalized distribution, diffuse hypo/depigmenta- 
tion. Histopathologically, melanocytes are significantly reduced 
or totally absent in lesional skin as in our case. 

There is no effective treatment method which will provide an 
optimal repigmentation of the lesions. Sun screens and cosmet- 
ic camouflage products are recommended to protect exposed 
amelanotic areas from sunburns. Use of autologous minigrafts 
and autologous cultured melanocytes were found potentially 
useful [9]. Phototherapy alone has a little effect but was found 
to be effective after the melanocyte transplantation. Surgical 
procedures are not practically acceptable in patients having 
wide depigmented areas as in our case because of requiring 
multiple donor areas and risk of scarring. We recommended our 
patient to avoid sun exposure and use sunscreens because he 
didn’t accept the other treatment options. 
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Amniotik Band Sendromu: Olgu Sunumu / Amniotic Band Syndrome: Case Report 
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Ozet 

Amniotik Band Sendromu(ABS) amniondan yoksun plasenta ve amniotik zar kalin- 
tilarinin fetusa yapismasi ile olusan fetal deformasyon, malformasyon ve ampii- 
tasyon ile karakterize olabilecek bir sendromdur. Kromozom analizi normaldir ve 
etiyo-patogenezi net belli degildir. Neonatal dénemde ABS’nin tanisi cogu zaman 
zor olup vakalarin ancak %30-50’si dogru tani alabilir. 35 yas, 33 haftalik gebeli- 
8i olan hasta dis merkezden oligohidroamnios bulgusu ile tarafimiza yonlendirildi. 
Hastanin hikayesinden takiplerinde yapilan ultrasonografik incelemelerinde her- 
hangi bir anomali veya gebelik ile ilgili patolojik durum izlenmedigi 6grenildi. Fe- 
tiiste hareket ve solunum yoklugu, oligoanhidroamnios izlenmesi tizerine sezaryen 
ile gebelik sonlandirildi. Operasyonda arkuat uterus ve uterin subseptus hali tespit 
edildi. Dogan bebegin ilk incelemesinde sol 6n kol ortanin distali ve sol el ampute 
oldugu gériildii. Sonug olarak 6zellikle distal ekstremitelerle ilgili fetal anomaliler- 
de, kromozom c¢alismasi normal ise amniotik band sendromu akilda tutulmalidir. 
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Abstract 

Amniotic Band Syndrome(ABS) is characterised with fetal deformation, malfor- 
mation and amputation caused by adhesion to or coiling of amniotic membrane 
residues or plasenta devoid of amnion on fetus. The chromosome analysis is nor- 
mal and the etiology and pathogenesis are not well determined. The diagnosis of 
ABS in neonatal period is genereally difficult and only 30-50% of cases can take 
the true diagnosis. A 35 years old 33 weeks of gestation woman is referred to 
our university hospital from a private hospital with the diagnosis of oligohydram- 
nios. From the history of patient it is learned that no abnormality or pathologic 
situation about pregnancy was detected in the ultrasonographic imagings of the 
patient during the antenatal follow-up. The pregnancy is ended with cesarian sec- 
tion due to absence of breath, movement and oligohydramnios. During the opera- 
tion arcuate uterus and uterus subseptus was detected. In the first examination of 
the fetus, the distal portion of mid-forearm and left hand were seen as amputed 
above the wrist. As a conclusion, especially in the case of anomalies of distal ex- 
tremities if the chromosomal analysis is normal ABS should be in mind. 
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Giris 

Amniotik Band Sendromu(ABS) amniondan yoksun plasenta ve 
amniotik zar kalintilarinin fetusa yapismasi ya da dolasmasi ile 
olusan fetal deformasyon, malformasyon ve ampitasyon ile ka- 
rakterize olabilecek bir sendromdur[1,2]. Anormalliklerin cesit- 
liliZi nedeni ile amnion riiptir sekansi, ekstremite govde duvar 
kompleksi, amnion adezyon malformasyon sendromu gibi isim- 
ler konulmustur[3]. ABS prevalansi 1/1200-1/15000 canli do- 
gum seklindedir[1,5]. Spontan abortuslarda prevalans 1/56’ya 
cikabilmektedir{1].Etiyolojik faktérler arasinda; 25 yas oncesi ilk 
gebelik, erken dénem oral kontrasepsiyon kullanimi, abdominal 
travma, uterin anomali(septum vb.), erken gebelik enfeksiyonel 
hastaliklar, rahim ici arag ile birlikte devam eden gebelik, pe- 
rinatal invaziv girisimler, oligohidramnioz, fetal hipertansiyon, 
venoz staz, fetal iskemi, intrauterin kanama, uteroplasental kan 
akimi azaltici madde kullanimi sayilmaktadir[1,5]. ABS’da eks- 
tremite anormallikleri irdelendiZinde, amniotik bandlar viicudun 
diger bolgelerine nazaran daha fazla oranda ekstremite ve par- 
maklarda izlenir[4]. 


Olgu Sunumu 

Olgumuz 35 yasinda gravidas! 2 paritesi 1 olup dis merkezden 
Universitemize oligohidramnioz bulgulari ile yonlendirilen has- 
taydi. Sistemik hastalig1 olmayan hastanin bir 6nceki gebeligin- 
deki dogum sekli sezaryendi. Gebelikte kullandigi ilaglar; demir, 
multivitamin ve balik yagi idi. Dis merkezde diizenli bir takibi 
olan hasta Universitemize oligohidramnioz nedeni ile ilk gon- 
derildiginde son adet tarihine gore 33 haftaydi. Basvurudan iki 
giin 6nce 3mg betametazon 12 saat ara ile yapilmisti. Gebe- 
lik takibi geriye dénuk sorgulandiginda ikili testi 1/50 yas ris- 
ki, 1/200 trizomi 21 riski olarak gelmis ama hasta amniosentez 
Onerilmesine ragmen yaptirmamisti. Herhangi bir travma veya 
enfeksiyon 6ykiisi yoktu. Anomali taramasinda ve diger ultra- 
sonografik incemelerinde herhangi bir anomali veya gebelikle il- 
gili patolojik durum izlenmemisti. Universitemizde yapilan vaji- 
nal muayenesinde aktif su gelisi ve servikal agikligi yoktu, hafif 
mukotik vajinit mevcuttu. Nitrazin testi negatifti. Ultrasonogra- 
fik bulgular! ise biparietal ¢ap(BPD):30, bas ¢evresi(HC):31, ka- 
rin cevresi(AC):32 femur uzunlugu(FL):33 hafta ile uyumlu olup 
amniotik indeks 4 kadran 6lc¢iim ile 45 mm olarak él¢iildu. Umb- 
likal arter, uterin arter doppler bulgulari normaldi. Fetal viicut ve 
ekstemite hareketlerinin yoklugu mevcuttu. Labaratuar sonuc¢- 
larina bakildiginda herhangi bir patolojik sonucu yoktu. Biyofizik 
skorlamasi yapilan fetusda hareket ve solunum yoklugu, oligo- 
anhidramnioz izlenmesi Uzerine hasta ve hasta yakinlarina fetu- 
sun durumu hakkinda bilgi verilerek sezaryen yapildi. Dogan be- 
begin ilk incelemesinde renginin normal, agladig! ve sol 6n kol 
orta distal kismi ve sol elin ampute oldugu gérilldu(Resim 1). 
Bundan baska fiziksel bir anormallik gorulmedi. Bebek 1700 gr, 
erkek, boyu 41 cm ve apgar skoru 9-10 olarak kayit altina alin- 
diktan sonra yeni dogan yogun bakima takip icin alindi. Anne- 
nin operasyon gozleminde arkuat uterus ve fundusta yaklasik 3 
cmllik subseptus hali tespit edildi. Septus, ekartasyonla kanatla- 
ri net gorilmemesi sadece palpasyonla hissedilmesi nedeni ile 
rezeke edilemedi. Usiiliine uygun sekilde sezaryen operasyonu 
bitirildi. Anne saglikli bir sekilde servise alindi. Bebegin pediatri 
bolum tarafindan dogum sonrasi incelemesinde ek bir patoloji 
gortilmemis olup Amniotik Bant Sendromu dtisinilmtsttr. Has- 


Resim 1. Sol 6n kol orta distal kismi ve sol eli ampute fetus 


tadan resim ve olgunun yayini i¢gin onay alindi. 


Tartisma 

ABS'li vakalar son derece ciddi malformasyonlara sahip olma- 
larina ragmen kromozom anormalligi saptanmamaktadir[2,4]. 
Cinsiyete gore farklilig1 gostermemekte ve ailevi tekrarlar rapor 
edilmis olsa da tekrarlama riski ¢ok dustiktiir[1]. Olgumuzda ise 
erkek fetiis olup kromozom analizi normal olarak gelmisti. Aile- 
nin ikinci gebeligi olup ilk cocugu saglikliydi. 

ABS’unun etiyolojik agisindan degerlendirme yapilir ise olgumu- 
zun hikayesinde gebeligi boyunca travma, enfeksiyon, kanama, 
invaziv girisim 6ykiisu yoktu. Sadece hastada arkuat uterus ve 
subseptus hali mevcuttu. Gebeligin son 3 haftasina oligohidro- 
amnios tespit edilmisti. 

ABS’u olusumu 8-20. Haftalar arasinda gelismektedir[1]. Eger 
gebeligin erken postkonsepsiyonel(28- 45.giinler arasi) done- 
minde patoloji olur ise kafa defektleri, fasiyal yariklar ve biiyik 
organ defektleri gelisebilir. ABS’da amniotik bandlar viicudun 
diger bolgelerine nazaran daha fazla oranda ekstremite ve par- 
maklara tutunurlar. Ekstremite defektleri 45. giinden sonra olur. 
Ekstremiteleri gevreleyen konstrtksiyon halkalari, ampUtasyon 
ve psddosindaktili gelisebilir[4]. Bizim olgumuzda sadece eks- 
tremite yoklugu olmasi konsepsiyonun 45.giintinden sonra etki- 
lenmenin oldugunu gostermektedir. ABS’lerin nadir bir kisminin, 
amniyon zarin! olusturan kollajen yapisindaki genetik degisiklik- 
lerden kaynaklandigi gosterilmistir(Ehler Danlos Sendromu vb.). 
Ekstremite ampiitasyonlar! genellikle asimetriktir. Bizim olgu- 
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muz bunun tipik 6rnegidir. 

Bazen amniotik bandlarin fetusta herhangi bir deformasyon 
olusturmadigi bazen de spontan gerilemeye ugradigi tespit edil- 
mistir. Pedersen ve ark., 15. gebelik haftasinda Ust ekstremi- 
tede 6dem ile seyreden amniotik band olgusunun takiplerinde 
spontan rezoliisyona ugradigini bildirmislerdir[6]. ABS’un prena- 
tal tanisi icin genelde ultrasonografi kullanilir[1]. Prenatal tani 
konabilen olgulara intrauterin dizeltici ve organ kurtarici cerra- 
hi uygulanabilmektedir[7-11]. Ekstremite ampttasyon riski ne- 
deniyle amniotik band fotoskopik inceleme endikasyonu olustu- 
rur. Quintero ve ark., amniotik band tedavisi icin fetoskopik lizi- 
si ilk defa uygulamislardir[9]. Amniotik bandlarin gortilmesi ke- 
sin tani icin gerekmedigi gibi sadece amniotik band saptanma- 
si da ABS’nin tanisinin konulmasi icin yeterli degildir[1-5]. Ne- 
onatal dénemde ABS’nin tanisi ¢Gogu zaman zor olup vakalarin 
ancak %30-50’sinin tanis! dogru olarak konulabilir[4,5]. Bizim 
olgumuzda da anomali tarama donemi ve takiplerinde ekstre- 
mite yoklugu goriillememistir. Universitemizde yapilan ultraso- 
nografide de ileri derce oligohidramnioz nedeniyle ekstremite 
ve vicutsal hareketliligin yoklugu gorulmustur. Amniotik Band 
Sendromu’nun etiyolojisinde de yer alan, uterin anomalinin olgu- 
muzda da gorilmesi taniy destekleyici olmustur. 

Sonug olarak antenatal donem takiplerinde fetal ekstremite in- 
celemesinde dikkatli olunmali, normal yapilar g6ériilemedi ise 
birden fazla ultrason seanslari yapilmalidir. Ekstremite hareket- 
leri izlenmelidir. Fetal hareket azligi veya yoklugu ile birlikte olan 
uterin anomalili olgularda Amniotik Band Sendromu akla gel- 
melidir. 
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yan edilmemistir. 
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Nadir Gorilen bir Mutasyon: Olgu Sunumu 


A Rare Mutation in Two Thalassemia 
Patients from a Family: Case Report 


Ayn Aileden iki Talasemi Hastasinda 


A Rare Mutation for Thalassemia / Talasemide Nadir Bir Mutasyon 
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Ozet 

Beta thalassemia is one of the most prevalent autosomal recessive disorders in 
the world. The responsible gene HBB (hemoglobin beta) is localised on the short 
arm of 11th chromosome. More than 200 different mutations on beta globin gene 
have been identified. In this case report, we wanted to show the detection of a 
rare mutation (direct sequencing of amplified DNA detected a CG substitution 
in the promotor site of exon 1 (CR920788, cDNA.41C>G, g.2239C>G) that causes 
beta thalassemia and the importance of DNA sequencing in thalassemia patients. 
Different nucleotide substitutions affecting the beta-globin gene in combination 
with severe beta-thalassaemia, can produce a mild form of thalassemia differing 
in severity from thalassaemia intermedia to late-presenting thalassaemia major. 
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Abstract 

Beta talasemi, diinyada en sik gértilen otozomal resesif bozukluklardan birisidir. So- 
rumlu olan HBB (Hemoglobin Beta) geni 11. kromozomun kisa kolunda lokalizedir. 
Beta globin geni iizerinde yaklasik 200’den fazla farkl1 mutasyon tanimlanmistir. 
Bu olgu sunumunda, beta talasemiye neden olan nadir bir mutasyonu (ampli- 
fiye edilmis DNAnin direkt sekanslanmasiyla, exon 1 promotor bélgesinde C>G 
substitiisyonu, CR920788, cDNA. 41C>G, g.2239C>G) ve dolayisiyla talasemi 
hastalarinda DNA sekanslamasi yapilmasinin ne kadar 6nemli oldugunu géster- 
mek istedik. Beta globin genini etkileyen farkli nukleotid substitusyonlariciddiyeti 
ortadan air seyirli olan talasemiye kadar farkli tablolara yol acabilir. 
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Introduction 

Beta thalassemia is one of the most prevalent autosomal reces- 
sive disorders in the world that affects nearly 150-200 million 
people from more than 60 countries around the world [1]. The 
general rate of carriers for beta thalassemia is 2% in Turkey, but 
in some provinces of Turkey, it is 10% [2]. The responsible gene 
HBB (hemoglobin beta) is localised on the short arm of 11th 
chromosome (11p15.5) and it consists of 3 exons, 2 introns and 
5’ and 3’ regulatory regions [3]. So far more than 200 different 
mutations on beta globin gene that lead to beta thalassemia 
disease have been identified [4]. Although 35 mutations have 
been reported in Turkey, the prevalance and the distribution of 
these mutations differs according to different provinces in Tur- 
key [5]. The most seen reasons of beta thalassemia are point 
mutations [6]. Point mutations prevent the beginning of RNA 
transcription, RNA processing and RNA stability, so normal RNA 
globin synthesis is prohibited. The other common mutations are 
small deletions, or addition of few nucleotides [7]. 

Some mutations are classified as common mutations, while 
others are known as rare mutations [1]. One of these rare mu- 
tations, called regulatory mutations, can affect the regulation 
of the genes. Changes in the 3’untranslated region may cause 
the mRNA to be unstable [8]. A change in this region may create 
or abolish a critical binding site for a micro-RNA or a protein 
that regulates translation. For example the regulator gene can 
produce another protein that controls the transcription of other 
genes or can affect the transcription regulation of another re- 
gion. In both cases, regulatory mutations can disrupt this pro- 
cess, they can activate or inactivate the gene [9]. CR920788 
(HGMD code) (cDNA.41C>G, g.2239C>G, (rs33994806) muta- 
tion is one of the rare mutations causing beta thalassemia dis- 
order. In this case report, we wanted to show the importance 
of DNA sequencing in thalassemia patients. For example in re- 
verse hybridisation, we can not detect these rare mutations, but 
in Turkey there are many thalassemia patients and the molecu- 
lar screening must be essential in our country. 


Case Report 

An 34 years old-female patient from Middle East province in 
Turkey was referred to our Genetics Laboratory Center from 
Hematology clinics for the identification of hemoglobin disor- 
ders. Following complete blood count (CBC) (Table 1), hemo- 
globin electrophoresis was carried out using Minicap capil- 
lary electrophoresis method (Sebia, France). Hematological 
indices and electrophoresis results were compatible with beta 
thalassemia pattern. For the detection of mutation involved in 
manifestation of beta thalassemia disease, we used DNA se- 
quencing of beta globin gene using Amersham DNA sequenc- 
ing instrument (Applied Biosystems, Foster City, CA, USA) af- 
ter amplification of the gene with specific primers. Result of 
the sequencing showed a mutation for the patient: CR920788 


Table 1. Hematological results of the patient and her parents 


Figure 1: Sequencing of beta globin gene showing location of CR920788 
(CDNA.41C>G, g.2239C>G) mutation of beta globin gene. 


(cDNA.41C>G, g.2239C>G) in heterozygote state (Figure 1). Fi- 
nally, the parents of the patient were screened and the mother 
was diagnosed as a carrier and the father was diagnosed to 
be normal. The mother’s phenotype was not as severe as her 
daughter, but she used also some drugs for iron deficiency ane- 
mia. Treatment of the patient was started before full identifica- 
tion of mutations, and after finding the mutation, the treatment 
has been continued with higher precision. Informed consent of 
the patient and her parents was taken. 


Discussion 

Several studies have been carried out since 1980s to identify 
beta globin gene mutations and the rate of finding new muta- 
tions significantly increased after invention of PCR technique. 
There are always some rare mutations among beta thalasse- 
mia patients, and identification of all rare mutations in each 
region can help to improve screening protocols of the carriers 
and prevent affected child birth [1]. In two patients from a fam- 
ily, direct sequencing of amplified DNA detected a CG substi- 
tution in the promotor site of exon 1 (CR920788, cDNA.41C>G, 
g.2239C>G) and this was a regulatory mutation. Both of our 
patients showed a severe phenotype although they were carri- 
ers. The location of the regulatory mutations are relative to the 
transcriptional initiation site, initiaton codon, polyadenylation 
site or termination codon. CR920788 (cDNA.41C>G, g.2239C>G 
mutation is also a rare regulatory mutation, which is located 
relative to the transcriptional initiation site. This mutation 
causes beta thalassemia major, so it causes a severe pheno- 
type. Some of the mutations for thalassemias cause severe 
phenotype although the patients are carriers. Especially the 
regulatory mutations cause more severe phenotypes than the 
others (10). 

The aim of this study was to report a beta thalassemia patient 
with CR920788 (cDNA.41C>G, g.2239C>G) mutation in Central 
Anatolia. This mutation is reported as a disease causing muta- 
tion by Huisman in 1992 [10]. Finding this case shows that there 
are also some rare mutations that can be missed during the 
screening of beta thalassemia carriers, and it is recommended 
for this mutation to take place in screening protocols for beta 
thalassemia carriers in different regions of Turkey. Sometimes, 
some molecular techniques (for example reverse hybridisation 
method) are not enough for some patients, because some rare 
mutations can cause the disease and to detect these muta- 


Gender Age RBC H Hct MCV MCH MCHC HbA HbA2 HbF 
(y) (x106/HL) b(g/dL) (%) (FL) (pg) (g/dL) (%) (%) (%) 
Case 34 5.06 11.9 37.6 743 23.5 31.6 89.14 5 5.86 
Father 60 6.00 15.9 39.1 80.1 30.1 35.8 95.01 3.0 1.89 
Mother 55 5.04 10.6 37.2 74.5 24.0 31.0 92.04 42 5.52 
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tions DNA sequence analysis is necessary. The results of this 
study indicate that different nucleotide substitutions affecting 
the proximal CACCC box of the beta-globin gene in combina- 
tion with severe beta-thalassaemia, can produce a mild form of 
thalassemia differing in severity from thalassaemia intermedia 
to late-presenting thalassaemia major. 
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latrogenic Spinal Accessory Nerve Paralysis: A Case Report 
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Ozet 

Omuz agrisi genel populasyonda siktir ve etiyolojisi genis bir hastalik spektrumu- 
nu olusturur. Kanat skapula (KS) omuz agrisinin nadir gértilen sebeplerinden birisi- 
dir. KS skapulanin medial kenarinin, superior veya inferior acisinin g6gtis duvarin- 
dan uzaklasmasidir. Spinal aksesuar sinir (SAS) paralizisi kanat skapula nedenle- 
rinden birisidir ve cogunlukla iyatrojeniktir. SAS paralizisinin tanisi klinik olarak ko- 
nur ve elektromiyonorografi ile desteklenir. Burada klinigimize omuz agrisi ile bas- 
vuran ve yapilan gerekli degerlendirmeler sonucunda iyatrojenik SAS yaralanmasi- 


na bagli kanat skapula gelismis oldugu bulunan bir olgu sunuldu. 
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Abstract 

Shoulder pain is common in general population and its etiology constitutes a 
broad spectrum of diseases. Winging scapula (WS) is a rare cause of shoulder 
pain. WS is a condition in which scapula’s medial edge, superior or inferior border 
is displaced away from rib cage. Spinal accesory nevre (SAN) paralysis is one of 
the causes of WS and mostly iatrogenic. Diagnosis of SAN paralysis is made clini- 
cally and supported by electromyoneurography. Here a patient who came to our 
clinic with shoulder pain and who was found to develop WS due to iatrogenic SAN 


paralysis after making necessary evaluations is presented. 
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Giris 

Omuz agrisi yasam boyu prevalansi dicte bir olan sik goriilen 
bir problemdir (1). Omuz agrisinin etiyolojisi omuz kusagi pa- 
tolojilerinden ig organlardan yansiyan agrilara genis bir spekt- 
rumu olusturmaktadir (2,3,4). Kanat skapula (KS) omuz agrisi- 
nin nadir goriilen sebeplerinden biridir (5). KS serratus anterior 
(uzun torasik sinir), trapezius (spinal aksesuar sinir), ve rombo- 
id major (dorsal skapular sinir) kaslarinin paralizisi sonucu geli- 
sir. KS travmaya, spor yaralanmalarina, iyatrojenik yaralanma- 
lara bagli ya da spontan olarak gelisebilir (6). izole spinal akse- 
suar sinir (SAS) yaralanmasi nadir gorulen fokal bir néropatidir. 
SAS posterior servikal Uggende ylzeyel seyri nedeniyle travma- 
lara daha yatkin hale gelmektedir. SAS lezyonlarinin ¢ogu pos- 
terior servikal Uggende yapilan lenf nodu biyopsisi ya da tumor 
eksizyonu sonrasi gelisir (7,8). Boyun bélgesi cerrahilerinde %10 
ile %67 arasinda SAS yaralanmas! bildirilmektedir (9). SAS ster- 
nokleidomastoid ve trapezius kaslarini inerve eden saf motor 
bir sinirdir. Vakalarin gogunda yaralanma sternokleidomastoid 
kasinin inervasyon seviyesinin altinda oldugundan sadece tra- 
pezius kasi etkilenir (7, 10). Trapezius kasinin paralizisine bagli 
olarak da omuzda a@ri, sertlik, ayni taraf skapulada kanatlanma 
ve ayni taraftaki kolu kullanmakta giicliik meydana gelir. 

Biz burada klinigimize omuz agrisi ile basvuran posterior servi- 
kal Uggende yapilan lenf nodu diseksiyonu sonrasi gelisen ak- 
sesuar sinir yaralanmasina bagli KS olusan bir hastay! sunduk. 


Olgu Sunumu 

54 yasinda erkek hasta sa omuzda a@ri ve sertlik sikayetle- 
ri ile muracaat etti. Sikayetleri 10 ay 6nce boynuna yassi htic- 
reli karsinom nedeniyle yapilan lenf nodu diseksiyonu sonrasi 
baslamisti. 

Hasta dis firgalamak, tiras olmak, yemek yemek, banyo yapmak 
gibi giinluk yasam aktivitelerinde ve agir objeleri kaldirmakta 
zorlandigini belirtti. Fizik muayenede omuzlar arasinda asimet- 
ri, sag omuzda distkliik, sagda trapezius kasinda atrofik g6- 
rdnim vardi. Hasta omuzlarini yukari dogru kaldirirken her iki 
omuz asagiya bastirilarak yapilan 

trapezius kas giic muayenesinde sag trapezius kas kuweti 4/5 
idi. Sternokleidomastoid ve diger Ust ekstremite kas kuvvetle- 
ri normaldi. Sag omuz pasif eklem hareket agiklig1 normal sinir- 
lardaydi ancak aktif omuz abdiksiyonu agri nedeniyle 90 dere- 


silastirldiginda sag trapezius kasinin tum segmentlerinde, elde 
edilen birlesik kas aksiyon potansiyelleri (BKAP) amplitidleri sol 
trapezius kasindan elde edilen BKAP amplitidlerine gore azal- 
mis ve latanslari uzamisti (Tablo 1). Aksiller sinir, supraskapu- 
lar sinir, uzun torasik sinir ve Ust ekstremite periferik sinir ile- 
tim calismalari normal sinirlardaydi. igme EMG’de sag trapezius 
kasinin Ust, orta ve alt segmentlerinde anormal spontan aktivi- 
te (pozitif keskin dalga, fibrilasyon potansiyelleri) ve motor rek- 
rutmanda azalma saptandi (Tablo 2). Sternokleidomastoid, del- 
toid, romboid, infraspinatus, supraspinatus, serratus anterior ve 
levator skapula kaslarindan elde edilen igne EMG bulgulari nor- 
mal sinirlardaydi. Sa& omuz bilgisayarl! tomografisi de normal 
sinirlardaydi. Hasta iyatrojenik SAS paralizisi tanisiyla plastik ve 
rekonstriktif cerrahi béliimiine sinir rekonstriksiyonu yapilma- 
st amaciyla yonlendirildi. 


Tartisma 

Omuz kusagini olusturan kemik yapilar ve gogiis kafesi; gleno- 
humeral eklem, akromioklavikular eklem, sternoklavikular eklem 
ve skapulotorasik eklemi olusturur. Glenohumeral ve skapuloto- 
rasik eklem biyomekanigine katkida bulunan birgok kas olmasi- 
na ragmen Ust ekstremite hareketleriyle skapulanin gogus du- 
varindan uzaklasmasin! 6nleyen anahtar kaslar serratus ante- 


a a 


Resim 1. Sagda belirgin kanat skapula gortiniimt 


Tablo 1. Vakaya ait spinal aksesuar sinir iletim ¢alismasi parametreleri 


cede tutuktu. Hastanin Ust ekstremite duyu muayenesi ve derin Kayit yeri_Latans (ms) Latans (ms) Amplitiid (mV) — Amplitiid (mV) 
tendon refleksleri normal sinirlardaydi. Sada omuz abdiiksiyo- Normal taraf ed Normal taraf ane aad 
nu ve dirence kars! eksternal rotasyon ile artan skapular kanat- 
Trapezius 1.78 4.25 8.4 2.0 

lanmasi vardi (Resim 1). Servikal ve diger Uist ekstremite eklem iist 
hareket acikliklari normal sinirlarda idi. KS’nin etiyolojisini aras- segment 
tirmaya yonelik yapilan elektrondromiyografi (EMG) inceleme- Trapezius 3.20 8.15 6.5 1.0 
sinde aksesuar sinir, sternokleidomastoid kasinin arka kenarin- a 
dan yiizeyel bipolar stimulator ile supramaksimal uyari sidde- Trapezius 4.25 — 55 ae 
tinde uyarildi ve yuzeyel kayit elektodlari ile trapez kasinin ist, alt 
orta ve alt segmentlerinden kayit alindi. Salam taraf ile kar- _S¢ement 

Tablo 2. Etkilenen tarafta trapezius kasinin igne elektromiyonérografi bulgulari. 

Kas GA Fibrilasyon PKD Fasikiilasyon Amplitiid Sire Polifazi Rekrutman paterni 
Trapezius dist segment N +3 +2 Yok Nt N Nt Seyrelme 

Trapezius orta segment N +2 +2 Yok Nt N Nt Seyrelme 

Trapezius alt segment N +! +2 Yok Nt N Nt Seyrelme 


GA: Giris aktivitesi; PKD: Pozitif keskin dalga; N: Normal 
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rior, trapezius, romboidler ve levator skapuladir (11). Omuzun 
hareketleri sirasinda glenohumeral eklemde stabiliteyi saglayan 
kaslarin paralizisi sonucunda KS ve omuzlarda asimetri meyda- 
na gelir (12). 

KS skapulanin medial kenarinin, superior veya inferior agisinin 
gégiis duvarindan uzaklasmasidir. KS fonksiyonel kayba neden 
olan patolojik bir durumdur ve nedenlerinin ortaya konmasi olu- 
sabilecek komplikasyonlarin 6nlenmesi acgisindan ¢ok onemlidir 
(13). 

Uzun torasik sinir paralizisine bagli gelisen KS’da kanatlanma 
kolun fleksiyonu ile belirginlesir ve skapulanin tamami media- 
le dogru kanatlanir. Dorsal skapular sinir hasarina bagli romboid 
kaslarin paralizisinde kanatlanma kol tam fleksiyondan ekstan- 
siyona geldigi sirada belirginlesir ve skapulanin inferior késesi- 
nin laterale yer degistirmesi seklindedir. SAS paralizisine bag- 
lt olanda ise skapular kanatlanma kolun abdiiksiyonu ve diren- 
ce karsi eksternal rotasyonu ile belirginlesir ve skapulanin su- 
perior acisinin laterale yer degistirmesi seklindedir. Bu hasta- 
lar 6zellikle omuz abdiiksiyonunda zorlanirlar ve omuzda aé@gri, 
sertlik ve omuz cevresi kaslarindaki zayifliktan yakinirlar (6). Bi- 
zim olgumuzda da omuzda afri, sertlik, omuz abdiiksiyonunda ve 
omuz abdiksiyonu gerektiren giinllk yasam aktivitelerinde kisit- 
lilik vardi. Skapular kanatlanmasinin da omuz abdiiksiyonu ve di- 
rence karsi eksternal rotasyonla arttig! gozlendi. 
Elektofizyolojik galismalar diger KS’ya yol agabilecek nedenlerin 
ekarte edilmesi acisindan gereklidir. Bizim olgumuzda da EMG 
bulgular! sa& SAS’in agir parsiyel lezyonu ile uyumluydu. Yara- 
lanma sternokleidomastoid kasinin inervasyon seviyesinin altin- 
da oldugundan sadece trapezius kasi etkilenmisti. 

SAS yaralanmalarinin ¢ogu iyatrojeniktir. Bu hastalarda detay- 
li bir 6yki ve fizik muayene ile kolayca tani konabilir. SAS pa- 
ralizisinin prognozu genellikle iyidir. Friedenberg ve ark. (8) 56 
hastadan olusan vaka serilerinde hastalarin %45’nin prognozu- 
nun iyi oldugunu bulmuslardir. Donnar ve ark. (14) hem konser- 
vatif hem de cerrahi tedaviyle hastalarin birgogunun iyilestigi- 
ni géstermislerdir. Yaralanma sonrasi ortalama sekiz ayda sini- 
rin spontan olarak iyilesmesi beklenebilir, daha ge¢ vakalarda 
ise sinirin cerrahi olarak onarim! 6nerilmektedir (15). Bizim va- 
kamizda da yaralanmanin Uzerinden 10 ay gectiginden ve yeter- 
li spontan iyilesme gézlenmediginden hasta sinir rekonstrtiksi- 
yonu icin plastik ve rekonstriktif cerrahi bélimiine yonlendirildi. 
Biz burada omuz a@risi sikayeti ile gelen hastalarda detay- 
ll anemnez ve fizik muayenenin 6nemini ve ayirici tanida 6zel- 
likle posterior servikal iggen bélgesinden operasyon gecirmis 
hastalarda KS’ya yol agabilecek durumlardan SAS yaralanma- 
sinin varliginin da mutlaka arastirilmasi gerektigini vurgulamak 
istedik. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar ¢akismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Travma Sonrasi Riptiire Akciger Kist Hidatigi / Ruptured Pulmonary Cyst Hidatic After Trauma: Case Report 
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Ozet 

Acil serviste travmatik sag hidropnémotoraks goriilen hastada; sagda riiptiire, bi- 
lateral akciger ve karaciger dev kist hidatigi tespit edildi. Hastaya acil sartlarda 
sag torakotomi kistotomi kapitonaj, elektif sartlarda sol torakotomi, kistotomi, 
kapitonaj ve laparatomi ile kistotomi uygulandi. Postoperatif dénemlerin higbirin- 


de komplikasyon izlenmedi. 
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Abstract 

The patient was evaluated in the emergency service with post-traumatic right 
hydropneumothorax evolving, ruptured right bilateral giant lung and liver hydatid 
cysts. Right thoracotomy was performed to patient under emergency conditions 
with cystotomy and capitonnage. Under elective conditions, left thoracotomy 
with cystotomy and capitonnage and laparotomy with cystotomy was performed. 
There was no postoperative complication observed in any of the periods. 
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Giris 

Kist hidatik; insidans! 100.000 de 2-12, prevalans! 100.000 de 
50 olarak bildirilen [1] tarim ve hayvancilikla ugrasan ancak ko- 
ruyucu hekimligin yetersiz oldugu ulkelerde 6nemli bir saglik so- 
runudur. Gelismis tan! y6éntemlerine karsin hastalik %3.5-18 
morbidite ve %0-2 oraninda mortalite ile seyretmektedir. [2] 
Genellikle; asemptomatik seyreden akciger kist hidatigi basi 
bulgular! yada komplikasyonlar! nedeniyle taninirken bir kismi 
da tesadiifen tespit edilir. RUptiir; bu komplikasyonlardan biri- 
dir ve kendiliginden yada iatrojenik olarak gelisebilir. Travmaya 
bagli gelisen akciger kist hidatik rupturti litareturde nadir ola- 
rak bildirilmistir. [3] 

Ulkemizde sik gértilen hidatik kist hastalig1 komplikasyonla or- 
taya c¢ikmadikga uzun sure sessiz kalabilir. Tesadiifen yada 
komplikasyonlar! nedeniyle tespit edilen akciger hidatik kist ol- 
gularinda cerrahi tedavi uygulanmalidir. 

Bu yazida; travma sonras! hidropnomotoraksla gelen, sag akci- 
ger yerlesimli olani rupture olmus, bilateral akciger ve karaciger 
yerlesimli dev kist hidatik olgusu nadir bir vaka olarak sunuldu. 


Olgu Sunumu 

Yiksekten diisen ; sa& gOgiis agrisi ve nefes darligi sebebiyle 
acil servise basvuran 11 yasindaki erkek ¢ocugu degerlendirildi. 
Fizik muayenesinde kan basinci 85/55 mmHg, kalp hizi 130/dk, 
solunum sayis! 36/dk bulundu. Sag hemitoraksin solunuma az 
katildigi ve sagda solunum seslerinin alinamadig1 belirlendi. La- 
boratuvar incelemeleri normal sinirlarda dlgtilen hastanin akci- 
ger grafisinde; sada totale yakin pnomotoraks belirlendi. (Re- 
sim 1-a) Solda orta zonda diizgiin sinirli 10x6 cm lik homojen 
dansite artisi tespit edilmesi Uzerine toraks BT (bilgisayarl! to- 
mografi) cekildi. BT : SaSda riiptiire olmak uzere bilateral akci- 
ger ve karaciger kist hidatigi (Resim 1 b-c-d) olarak raporlandi. 
Hastaya acil sartlarda operasyon karar1 verildi. 

Sag torakotomi ile besinci interkostal araliktan toraksa girildi- 
ginde sag ist lob posteriorde ruptiire olmus 10-12 cm lik kist 
hidatik tespit edildi. Kist membrani cikarilip, brons agizlari! 3/0 
vicryl ile kapatildiktan sonra kistik kavite ve toraks %0.3 luk gu- 
mus nitrat ile yikanip bol serum fizyolojikle durulandi. Kapitonaj 
yapilip kist a&zi kapatildiktan sonra toraksa 2 adet 24-28 F go- 


Resim 1. Olgunun akciger grafisinde sagda totale yakin pnémotoraks ve solda 
orta zonda diizgtin dens lezyon gortiniimii izlenmektedir(A). Toraks BT mediasten 
kesitinde sagda kaviter lezyon ve solda biitiinliig bozulmamis kiste ait gortintim 
izlenmektedir (B). Toraks BT parankim kesitinde sagda kaviter lezyon hidropnémo- 
toraks ve solda kistik lezyon gériilmektedir (C). Batin BT de karacigerdeki kiste ait 
goriiniim izlenmektedir(D). 


gis tpt konulup katlar anatomik planda kapatildi. Postoperatif 
ucgiincti giinde bazal, besinci giinde de apikal tiipti cekildi. Has- 
taligin plevraya yayilmis olabilecegi distinulerek 15/mg/kg Al- 
bendazol tedavisiyle taburcu edildi. 

Bir ay sonra sol Ust lob anterior segmentteki buttinlUgu bozul- 
mamis 10-12 cm lik hidatik kiste sol torakotomi kistotomi kapi- 
tonaj uygulandi. Cocuk Cerrahisi tarafindan laparotomi ile kara- 
ciger segment 5-6 ya uyan 10x8 cm hidatik kiste kistotomi ya- 
pildi. Kist kavitesi %10 povidin iyodiir ile yikandi. Kapitonaj son- 
ras! kavite icine drenaj tupu yerlestirildi. Postoperatif Uciinci 
giinde dreni ¢ekilen hasta dérdiincii giin sorunsuz taburcu edildi. 


Tartisma 

Ulkemizde Avrupa tlkelerinden on kat fazla gértilen hidatik kist 
cocuklarda en sik akcigerde (%64 ) gérilirken eriskinde en sik 
karacigerde (%50-70) yerlesir. [1] Hidatik kist ruptiru travma- 
tik yada iatrojenik olabildigi gibi; 6zellikle kist cap! asiri buyu- 
mus hastalarda oksurtikle de olabilir. Ginay ve ark. [3] 12 yillik 
stirede tedavi ettikleri 16 riiptiire kist hidatik vakasinin sadece 
bir tanesinin akciger kaynakli oldugunu bildirmislerdir. Balci ve 
ark. [4] 326 hastalik akciger kist hidatigi serisinde riipttir goril- 
me sikligini %27 olarak bildirmis olup aralarinda travmatik riip- 
tire rastlanmamistir. Kist hidatik riptirleri; ciddi anafilaksi ris- 
ki yaninda, gecikmis vakalarda ampiyem, pnémoni gibi tablolar- 
la da karsimiza cikabilir. 

Akciger kist hidatigi tanisinda diz grafi tani koymada yeterli ol- 
makla beraber tani gu¢glUgi durumlarinda toraks BT yardimci- 
dir. Akciger grafisinde rupture olmus kist; hava sivi seviyesi ve- 
ren kaviter lezyon seklinde izlenirken, kistin plevral bosluga agil- 
digi durumlarda hidropnémotoraks goriuliir. Hatta plevral sivi 
iginde ylzen germinatif membran gorilebilir Asirt hava cikisi 
durumlarinda tansiyon pnomotoraks gelisebilir. Hidropnédmoto- 
raks nedeniyle tip torakostomi uygulanmis hastalarda; uzamis 
hava kagagi ve ekspansiyon kusuru goériilen durumlarda, toraks 
BT de parankimal kaviter lezyonun gortilmesi riiptiire kist hida- 
tik tanisini kesinlestirir. [2,8] 

Akciger kist hidatiginin tedavisinde ilk segenek cerrahidir. [2,5] 
Parankim koruyucu cerrahi tercih edilir. Ameliyat edilen olgular- 
da acik brons agizlarinin dizgtin kapatilmasi esastir. Olgumuz- 
da oldugu gibi plevraya acgilan durumlarda hizla ampiyem geli- 
sebileceginden erken dénemde cerrahi uygulanmalidir. Riptii- 
re akciger kist hidatigi olgularinda erken ameliyat edilenlerde 
morbidite orani %4 iken, dordiincii giinden sonra ameliyat edi- 
lenlerde %82 olarak bildirilmistir. [4]. Hastanin klinik durumuna 
gore ameliyata kadar gecen strede tip torakostomi ile kapall 
sualti drenaji uygulanabilir. [6] 

Olgumuza sagda totale yakin hidropnémotoraks, solda ve ka- 
racigerde biittinlugii bozulmamis biiyuk ¢apli kist hidatik olma- 
si nedeniyle torakotomi uyguladik. Teknik olarak kistotomi ya- 
pildiktan sonra agik brons agizlari dikkatli bir sekilde kapatildi. 
Kapitonaj uygulanip, kist agzi kapatilarak ameliyat sonlandiril- 
di. Kist ve toraks kavitesi %0.3 luk giimiis nitratla yikanmasina 
ragmen plevral yayilim ve niiksiin 6nlenmesi amaciyla Albenda- 
zol tedavisi verildi. Medikal tedavi; nuks eden, coklu organ ve her 
iki akcigerin multip! tutulumlarinda, cerrahinin yiiksek riskli ol- 
dugu durumlarda verilir. [7 ] 

Kist hidatik igin endemik bélgelerde; hidropnémotoraks ile gelen 
hastalarda , nadir bir komplikasyon olmakla beraber travmatik 
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kist hidatik riptirti akla gelmeli ve ampiyem riski nedeniyle ola- 
bildigince erken cerrahi tedavi uygulanmalidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Co-occurrence of Mesial Temporal Lobe Epilepsy and 


Hot Water Epilepsy: A Case Report 
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Ozet 

Sicak Su Epilepsisi (SSE) nadir gériilen ve sicak su ile banyo yapmanin tetikledi- 
gi bir kompleks refleks epilepsi tipidir. Nébetler ilik su kullanimi, kisa banyo stire- 
si ve anti epileptik ilaclarla siklikla kontrol altina alinabilir. Fizyopatolojisi kesin bi- 
linmemekle birlikte birka¢ vaka bildirimi disinda nérogértintiileme calismalarinda 
yapisal lezyon goésterilememistir. Kompleks parsiyel nobetlerin yaygin goriilmesi 
ve EEG kayitlarinda temporal lobda epileptik odagin gosterilmesi SSE’nin tempo- 
ral lob kaynakli olabilecegini diistindiirmektedir. Bu yazida gocukluk ¢aginda bas- 
layan, onceleri yalnizca banyoda sicak su ile tetiklenen, daha sonra tedaviye di- 
rencli kompleks parsiyel nébetleri ortaya cikan, kranial magnetik rezonans gortin- 
tiilemesinde sol meziyal temporal skleroz saptanan 35 yasinda kadin olgu sunul- 
du. Olgunun bes yil stireyle banyoda sicak su ile tetiklenen nébetlerinin oldugu, her 
hangi bir tedavi almadigi, daha sonra tedaviye direncli kompleks parsiyel nébetle- 
rinin gelistigi saptandi. Baslangicta sadece SSE ile baslayip direncli meziyal tem- 
poral lob epilepsi klinigi gésteren bu olgu isiginda SSE’nin patogenezi ve SSE’nin 
her zaman iyi huylu bir epilepsi tri olup olmadiginin tartisilmas! amaclanmistir. 


Anahtar Kelimeler 
Sicak Su Epilepsisi; Banyo Yapma; Fizyopatoloji; Hipokampal Skleroz 


Abstract 

Abstract: Hot Water Epilepsy (HWE) is a rare form of complex reflex epilepsy 
precipitated by bathing in hot water. Seizures may be controlled by using warm 
water, short bathing duration and antiepileptic drugs. The exact physiopathology 
of HWE is still unknown. A few neuroimagining studies demonstrated structural 
lesions. Because of the common presentation of complex partial seizuresand epi- 
leptic focus in temporal lobes in EEG recordings, temporal lobes may have a role 
in HWE. We reported a 35-year old female with left mesial temporal sclerosis in 
cranial magnetic resonance imagining. At the beginning she had seizures during 
hot bathing in her childhood, later she had treatment- resistant complex partial 
seizures. It is learned that she had epileptic seizures precipitated by hot water for 
five years without treatment and then she had treatment resistant complex par- 
tial seizures. We aimed to discuss the pathogenesis of HWE and if it is a usually 
benign form epilepsy by this case who had HWE and developed resistant mesial 
temporal lobe epilepsy. 


Keywords 
Hot Water Epilepsy; Bathing; Physiopathology; Hippocampal Sclerosis 


DOI: 10.4328/JCAM.2164 


Received: 17.11.2013 Accepted: 25.12.2013 Printed: 01.09.2013 


J Clin Anal Med 2013;4(suppl 1): 105-7 


Corresponding Author: Devrimsel Harika Ertem, Bakirkoy Prof.Dr.Mazhar Osman Ruh ve Sinir Hastaliklari Egitim ve Arastirma Hastanesi, Noroloji Klinigi, 


istanbul, Tiirkiye. T.: 905301428876 E-Mail: hkaozhan@gmail.com 


Journal of Clinical and Analytical Medicine | 105 


Mezial Temporal Lob ve Sicak Su Epilepsisi / Mesial Temporal Lobe and Hot Water Epilepsy 


Giris 

Refleks epilepsi, duyusal bir stimulus tarafindan ortaya ¢ikan 
nobetlerdir. Sicak suyun bastan asagi dokiilmesi ile olusan tipi 
iLAE tarafindan 2001 yilinda sicak su epilepsisi (SSE) adiyla si- 
niflandirilmistir [1]. Avustralya, Japonya, Kanada, Amerika Bir- 
lesik Devietlerinden bildirilen olgular olsa da en fazla hasta se- 
rileri Hindistan ve Tirkiye’den bildirilmistir [2-8]. Degisik banyo 
aliskanliklari ve genetik fakt6rlerin bu bolgelerde SSE’nin sik g6- 
rulmesinden sorumlu oldugu diisuniilmektedir. 

SSE’nin kesin patofizyolojisi bilinmemektedir. Tedaviye iyi ya- 
nitli olmasi ve kendini sinirlamasi nedeniyle iyi huylu bir epilepsi 
tipi olarak degerlendirilir [9]. Hastalarin nérogortintiilemelerin- 
de siklikla yapisal bir lezyon saptanmamakla birlikte literatiirde 
displazi, kistik lezyon, hipokampal skleroz (HS) gibi lezyonlarin 
saptandigi birkag olgu bildirimi mevcuttur [10]. 

Bu yazida SSE ve direngli meziyal temporal lob epilepsisi olan 
35 yasinda kadin olgu sunulmustur. 


Olgu Sunumu 

35 yasinda kadin hastanin ilk olarak 8 yasinda baslayan, ara ara 
banyo yaparken gézlerinin sabit baktig1 ve sorulara cevap ver- 
medigi, 6ncesinde aklina kéti diistncelerin geldigini ve bulan- 
tinin eslik ettigini bildirdigi ataklari oldugu 6grenildi. Bu neden- 
le bir kere doktora basvurdugunu ancak tedavi verilmedigini bil- 
dirdi. ilk kez 24 yasindayken banyo yaptig! sirada ortaya cikan 
jeneralize tonik klonik nobetin uzun siirmesi ile acilimize bas- 
vuran olgu, status epileptikus 6n tanisiyla degerlendirildi. Gelis 
norolojik muayenesinde konfiize izlenimdeydi ve sol taban cildi 
refleksi ekstansor yanitliydi. Kraniyal Magnetik Rezonans (MR) 
gortintulemesinde solda meziyal temporal skleroz ve EEG’de sol 
frontalde hafif biyoelektrik aksama hali saptandi. Hastaya ref- 
leks epilepsi tanis! konularak karbamazepin tedavisi baslandi. 
Hastanin bu tedavi altinda sicak su ile tetiklenen ndbetlerinin 
olmadigi 6grenildi. Bes yil sonra ayda bir-iki kere olan kisa stire- 
li dalginlik, agizda garip tat, sol tarafta uyusma olarak tarifledi- 
gi kompleks parsiyel nobetleri basladi. Daha sonralari nobetle- 
rin siklasmasi nedeniyle levetirasetam ve valproik asit tedaviye 
eklendi. Uyku EEG’sinde sol anterior temporalde néronal hipe- 
reksitabilite hali ve kraniyal MR’inda sol meziyal temporal skle- 
roz saptandi. Cerrahi tedavi planlandi. 


Tartisma 

Sicak su epilepsisinde en sik klinik prezentasyon kompleks par- 
siyel nébetler seklindedir [6]. EEG’de temporal lobda oda@gin ol- 
masi nobetlerin temporal lobdaki bir lezyondan kaynaklanabi- 
lecegini gosterebilir. Ancak az sayida bildirilen sicak su epilep- 
sili hasta serilerindeki norogortintileme calismalarinda siklikla 
lezyon gésterilememis olmasi hastaliZin patofizyolojisini agikla- 
mada zorluklar olusturur [9]. 

Tajima ve ark. [11] bildirdigi bir sicak su epilepsili olguda pineal 
kist ve kavum septi pellucidi saptanmis ancak koinsidental ola- 
rak degerlendirmislerdir. Lee ve ark. [12] bildirdigi bir olguda sol 
temporopariyetel bélgede kortikal lezyon tespit edilmis ve duyu- 
sal korteksin nobeti baslattigini ileri sirmislerdir. Grosso ve ark. 
[13] ise sol pariyetalde kortikal displazili bir olgu bildirmislerdir. 
Turkiye Ulusal Sicak Su Calisma grubunun 2004 yilinda 8. Akde- 
niz Epilepsi Konferansinda bildirdigi 89 hastadan olusan bir ¢a- 
lismasinda 5 olguda serebral lezyon saptanmis; Tezer ve arka- 


daslari tarafindan derlenmistir [10,14]. Bu olgularda sirasiyla 
sol oksipital displazi, sol temporalde araknoid kist, sol hipokam- 
pal ve parahipokampal atrofi, sa& hipokampus atrofisi ve ti- 
mor cerrahisi sonrasi gelisen sag HS gibi patolojiler saptanmis- 
tir. Tum hastalarin banyo aliskanliklarinin degismesi veya mo- 
noterapi (karbamazepin veya okskarbamazepin) ile nébetlerinin 
kontrol altina alindigi bildirilmistir. 

Yukarida bahsedildigi gibi sicak su epilepsisinde nadir olgular- 
da HS saptanmis olsa bile bizim sunmus oldugumuz olgu 6rne- 
gindeki direngli epilepsi nedeni mezial temporal lob epilepsi ta- 
nisi olan olgulara literatiirde rastlanmamistir. Ancak yapilan ¢a- 
lismalarda HS ile sicak su epilepsisi iliskisi agiklanmaya calisil- 
mis ve sicak su epilepsisi bir “kindling” modeli olarak gériilmus- 
tur. Bhaduri ve ark. [15] bildirdigi bir arastirmada ratlara birkag¢ 
kez sicak su uygulanmasinin ardindan beyinde anoksik degisik- 
likler ve hipokampuslarinda norositolojik degisiklikler gelistigini 
goéstermislerdir. Klaunberg ve ark. [16] ratlarda sicak su uygula- 
yarak “hipertermik kindling” yaparak hipokampusta hipersenk- 
ron desarjlar tespit etmislerdir. Hindistanda yapilan bir ¢alisma- 
da 10 sicak su epilepsili olgunun SPECT gortintilemesi yapilmis, 
3 olgunun sol ve 2 olgunun sag medial temporal ve hipokampu- 
sunda hipermetabolizma oldugu bildirilmistir [17]. 

Bizim olgumuzun cocukluk ¢aginda ndbetlerinin baslamasina 
ragmen refleks nobetlerinin ge¢ tan! almasi uzun yillar tedavi- 
siz kalmasina neden olmustur. Tekrarlayan bu nobetlerin “kind- 
ling” etkisi yaratmis olabilecegi ve buna bagli gelisebilen hipo- 
kampal sklerozun olgudaki epilepsiyi direngli hale getirmis ola- 
bilecegi diistinilebilir. 

Nadir gorilen bir refleks epilepsi tipi olan sicak su epilepsisinin 
patofizyolojisinde birg¢ok mekanizma rol almaktadir. Mevcut li- 
teratiirde banyo aliskanliginin degistirilmesi ve uzun sireli uy- 
gun antiepileptik ilaglarin kullanilmasiyla nébetlerin 6nlenebile- 
cegi ve cogunlukla iyi huylu seyirli bir epilepsi tipi oldugu siklik- 
la vurgulanmistir. Bizim olgumuz gibi tedavi almamis hastalar- 
da daha sonra direngli epilepsiye dénistim olabilir. Bu nedenle 
sicak su ile banyo aliskanliginin yaygin oldugu Ulkemizde birinci 
basamak hekimleri de dahil olmak Uzere bu refleks epilepsi tii- 
rdnun tim hekimlerce taninmasi ve uygun tedavinin planlanma- 
sinin 6nemli oldugunu diisiinmekteyiz. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar gakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Gzet 

Pigmente folikiiler kist (PFC) dermal yerlesimli, epidermise gézenek benzeri yap! 
ile acilan, cok kati skuaméz epitel ile doseli kist olarak tanimlanir. Kist ltimeni pig- 
mentli terminal kil saftlari igerir. Bu yayinda intradermal neviis (IDN) icerisinde 
PFC olgusu sunuyoruz. Bu, medikal literatiire gore ikinci olgudur. IDN’nin kitle etki- 
si folikiiler okliizyona sebep oluyor gibi goriinmekle birlikte, patogenezde mekanik 


etkinin bulundugunu diisiiniiyoruz. 


Anahtar Kelimeler 
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Abstract 

Pigmented follicular cyst (PFC) is defined as a cyst localized in the dermis, open- 
ing to the epidermis by a pore-like structure, and is lined by stratified squamous 
epithelium. The cyst contains pigmented terminal hair shafts in its lumen. In this 
report we present an unique case of pigmented hair follicle cyst in an intradermal 
nevus (IDN). To our knowledge; this is the second case of the medical literature. 
The mass effect of IDN seems to cause follicular occlusion, and it is suggested 


that mechanical effect takes place in pathogenesis. 
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Introduction 

PFC is a benign, asymptomatic, and mostly solitary dermal cyst 
and contains pigmented terminal hair shafts in its lumen. The 
co-existence of adnexial or epithelial cysts and melanocytic ne- 
vus are seen often in the literature, but the co-existence of IDN 
and PFC has been published only once in the literature [1]. We 
believe that the true incidence will corralate with the awareness 
of the pathologists. 


Case Report 

A 34-year-old woman was presented with swelling on the lat- 
eral side of her right eye, which was present since childhood 
but has increased in size in recent weeks. Dermatological ex- 
amination showed a confined, brown colored papule, 0,7cm in 
diameter, localized in the lateral chantus of the right eye. The 
lesion was excised under local anesthesia with a clinical diag- 
nosis of IDN. Histopathological examination of the H&E stained 
sections showed a cyst with a narrow pore-like opening to the 
superficial epidermis in an ordinary IDN with maturation in the 
deep levels (figure 1). The cyst was lined by stratified squmous 
epithelium and showed epidermal keratinization (figure 2). 
No atypia was observed in the stratified squmous epithelium. 
Acute inflammatory cells were seen in the lumen of the cyst and 
brown pigment was shown in transverse and oblique sections of 
the hair shaft (figure 3). After melanin discoloration process, the 
pigment has disappeared and so it was shown to be melanin. 
After surgical excision of the lesion, the patient did not receive 
further treatment. Neither complication nor recurrence occured 
during 2 years of follow-up period. 


Discussion 

PFC was firstly defined by Mehregan and Medenica in 1982 [2]. 
Since than, 17 cases reported. It is generally seen in head and 
neck (10 of 17 cases) of men (13 men, 4 women). The age of 
presantation for evaluation ranges between 20 and 63 years 
(mean 41 years). To date, no pediatric cases have been re- 
ported. Clinically, PFC typically presents as a single pigmented 
dome-shaped or intracutaneous papulonodule with multiple le- 
sions only described in four patients [3,4] The diameter of the 
lesion ranges between 0,3 and 3cm. The most frequent clini- 
cal diagnosis is MN. Microscopically the cyst is lined by strati- 
fied squamous epithelium and shows epidermel keratinization. 
Sometimes the cyst contains a narrow pore-like opening to the 
surface epidermis. Characteristically, multiple pigmented hair 
shafts and laminated keratin are present within the cyst cav- 
ity [3,-6] The pigmented hair shafts, a characteristic pathologic 
finding for pigmented follicular cyst, may sometimes degener- 
ate into a pigmented substance, as described by lwahara et 
al [7]. The marked weathering of the hair shafts seen in this 
case was thought to be the result of frequent inflammation and 
secondary infection of the cyst. The coexistence of adnexial 
and epithelial cysts and melanocytic nevus are seen often in 
the literature. Cohen and Rapini described the clinicopathologic 
manifestations of 93 cases and reviewed the features of the 
69 previously reported nevi with cysts in the world literature. 
Variants of nevus with cyst include lesions in which the nevus is 
a congenital, “dysplastic,” blue, or Spitz nevus. The cysts may be 
steatocystomas, hidrocystomas, dermoid, or trichilemmal cysts 


Figure 1. A cyst in an ordinary intradermal melanocytic nevus, with a pore-like 
opening into the surface (H&E x20). 


n* : Ba AOS Se Nahe 
Figure 2. The cyst is lined by stratified squamous epithelium and shows epidermal 


keratinisation. Next to the cyst an intradermal melanocytic nevus is shown (H&E 
x100). 


Figure 3. Acute inflammatory cells in the lumen of the cyst an brown pigment in 
the hair shafts (H&E x400). 


[8]. Although pathogenesis of PFC is not exactly known, it is 
suggested that occlusion of the follicular infundibulum plays an 
initiator role in these lesions [8]. The presentation of epider- 
moid cysts frequently in IDN, less frequently in compound nevus 
and rarely in junctional or blue nevus supports this obstruction 
hypothesis. Because the obstruction phenomenon occurs most 
often when there is an increase in the number and activity of 
nevus cells in the upper dermis, as is the case with intrader- 
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mal and compound nevus. Junctional nevus with cells irregularly 
arranged at the dermoepidermal junction, and blue nevus with 
cells in deeper dermis are less likely to occlude a follicular orifice. 
The co-existence of IDN and PFC has been published only once 
and to our knowledge; this is the second case in of the medical 
literature [1]. Nevoid component of these two cases do not have 
malignant findings, such as cytologic atypia, mitotic activity or 
invasion, which are characteristic for nevoid melanomas [9]. In 
conclusion, PFC is a benign, asymptomatic, and mostly solitary 
lesion and no treatment modality except excisional biopsy has 
been reported. When multiple and symptomatic, pigmented fol- 
licular cysts can represent a therapeutic challenge. Surgical ex- 
cision of multiple cystic lesions is time-consuming and carries 
the risks of increased intraoperative hemorrhage, greater loss 
of normal tissue, and scarring. In contrast, CO2 laser therapy 
provides a bloodless surgical field, more precise lesion ablation, 
and minimal scar formation [5]. 
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